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Hukakas 4acTb HACTOSILLEEr O U3OAHUS HU B KaKMX LIeSISiX He MOXeT ObITb BOCNPOM3BELEHA B KaKOi Obl TO HY 610 hopme 1 Kaknumu 6bl TO HU BbI0 cpeacTBamu, 6y b TO
3NEKTPOHHbIE UM MEXaHWYEeCKMe, BKloYast GOTOKONMPOBAHME 1 3annChb Ha MarHUTHBIA HOCUTESb, €C/NIN HAa TO HET MMCbMEHHOT 0 pa3peLleHns peaakummn. Touka 3peHns
aBTOPOB MOXET He COBMnagaTb C MHEHNEM pefakummn. Pegakums He HeceT OTBETCTBEHHOCTM 3a PeKOMeHAALMN N0 ANArHOCTUKE U IEYEHNIO, AaHHbIe aBTopamu.
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YYEBHO-NMPON3BOACTBEHHBIN TIJIAH HA 2020 IO/l
KA®EJPA HEOPOJOIMU U JINAJIN3A ®I1O GIBOY BO IICH6IMY
um, akaj. W.II1. [aBnosa Muusgpapa PO

Ne Bua Lla;:ﬂnpsae; Konnuecteo Mpoaonxu-
oA Haasanue umkna oby- CneuvanbHoctu A?Haqaac;(j cnywarenen TenbHOCTL
yeHue OKOHuaHMe) (nnaw) obyyeHns
N3bpannble B
1 « P ONpPOChI Tepanuu 13.01.20-
| COCHOBaMU Hechponorumy MK Tepanus 08.02.20 14 144 yaca
2 «KnvHuueckasn Hedponorvs 13.01.20-
W AVan3» MK Hedpponorus 07.03.20 10 216 vacos
«AHecTe3nonorua—peaHMMaTonormsy,
«[leTckasn xupyprusy,
«[letckasn yponorusi—aHaponorusa»,
3 «Hedponorus» nn «O6uwan BpauebHasi npakTUka 11360014'2200- 5 504 vaca
(cemenHaa meauuuHa)», e
«Mepuatpusy», «Tepanusayr,
«Yponorusi», «Xupyprus»
Hedponoru — 15.
Hedponorus. TepanesTbl k
«OcTpble cocTosAHuA -
4 8 Hedponoruu» HMO | O6was BpauebHas npakTvka (cemen- 0037‘0022‘2200 Bpaqu obuiei BpayebHoN 36 yacoB
Has mMeauunHa). Tepanus o NpakTUkK (CeMerHas me-
AvumHa) — 15
«M3BpaHHble Bonpockl Tepanvu 09.03.20-
5 . .
C OCHoBaMwi Hehponorum» K TepanuA 04.04.20 14 Lk
KnuHuyeckas Hedpponorus 09.03.20-
6 « ) .
1 AUanua» nK Hedponorus 02.05 20 10 216 yacos
«AHECTe3nonorua—pearuMaTonorvsy,
«[leTckan xvpyprusy,
«[leTckan yponorus—aHaponorusay, 09.03.20—
7 «Hedponorusi» nn «O6wyan BpayebHan npakTuka 13' 06; 20 5 504 yaca
(cemeitHan MeguLMHa)», e
«Meanartpus», «Tepanus»,
«Yponorua», «Xupyprus»
«CecTpuHckoe aeno
B Hehponorum v Anannien MeauvumHckue cecTpbl Hedponorude- | 11.05.20-
8 [ CKUX U AKANU3HbLIX OTAENEHN 06.06.20 0 T#pueca
«36paHHbIe BonpoCkl Tepanun 07.09.20-
g C ocHoBamu Hedponorum» K Teparna 03.10.20 18 44 5aca
«KnuHnyeckasa Hegponorus 07.09.20-
10 i MBS MK Hedponorua 31.10.20 10 216 Yacos
«AHECTE3MONOrMA—peaHnmaronoruay,
«[leTckas xupyprusi»,
«[leTckas yponorns—aHaponorvs», 07.09.20-
11 «Hedponorus» nn «O6wan BpayebrHan npakTuka 12’ 12‘ 20 5 504 yaca
(cemeitHan MeauUuHa)», e
«Mepunatpusy», «Tepanuar,
«Yponorusy, «Xupyprusa»
Hedponoru - 15.
«OCOBEHHOCTM BEAGHMSA Hedpponorus. Tzaaar;z:gg;: T;:qgg::: )
Hegponoruyeckmx BonbHbIX Neye6Hoe Aeno, O6ujan BpayebHan | 28.09.20-
12 A TUYECKOIA HMO npakTvika (ceMeiiHasi MeanLmHa). 03.10.20 Aenoy, 36 vacos
C pasnu4Hon comaTtu N awEn Bpayu obuiei BpayebHoi
navonoruen» P npaxTUkK (cemenHas me-
AVUMHA) - 15
CecTpuHckoe Aeno MegavumHckue cectpel Hedponorude- | 30.11.20-
13 el " MK X M ANENU3HBIX OTAENEHMiA 26.12.20 10 144 vaca
B Hedhponoruv u ananuaer» CKUX U 4 A 5

3aB.kadpeapoii — npod. A.M. EcasH

MpaBuna 3anucy Ha BCe LnKMbl kadeapbl Hedponornu  Ananusa OO c 2018 roga UIMEHeHs!.

Bcio uHGopmauuio Bel MOXETE Y3HATb Ha CTpaHuue kadeapsl Ha caiTe hitp:/1spbgmu.ru. B pasaene uHdopmauus Ana kypcaHTos,
NNaHUpyIoLWMX NpoxoXaeHue obyyeHus Ha kadespe Hedpponorun u Auanusa ®MO MCMErMY um. akas. W.MN. Nasnosa — ocHoBHas
UHopmaLus.
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- 71 UHAUBUAYAIbHBIX MOAMUCYMKOB U OPraHU3alMA: Ha noayroaue uHaekc — 45860;
- IS UHAUBUAYATbHBIX TOAMUCYUKOB U OpPTaHU3alNIA: TOA0BOM HHAEKC — 47959.
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MONEKYNAPHO-TEHETUYECKME OCHOBbI BPOXOEHHbBIX
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PEDEPAT

BpoxaeHHble aHoOManuu noyek 1 mo4vebix nyTer (BAMIT) coctaBnsioT B cpeaHeM 25 % OT 0OLLEero Yncna BCex reHeTU4ecKmnx
NMOPOKOB, AMArHOCTMPYEMbIX BHYTPUYTPOOHO, 1 BK/OYAIOT B ce6s Kak OTAEsbHbIe MOPOKN Pa3BUTUS MOYEK UM MOYEBbIX My-
Tewn, Tak 1 nx codetanus. OQHOM 13 BaXHbIX NPobaeM neamaTpmyeckon Hedponormm SBASETCSA PaHHAS AMarHOCTUKa BPOX-
LEHHbIX aHOMasnnin MO4YeK 1 MOYEBOM CUCTEMBI, MOCKOJIbKY HECBOEBPEMEHHO BbISIBIEHHbIE NATONIOMMY NPUBOAAT K CHUXKEHUIO
MoYeYHbIX GYHKUNMA. TIPNUYNHON Taknx HapyLLEHN MOTYT SBASTbLCA reHeTun4eckre pakTopbl, GakTopbl OKPYXatoLen cpembl,
BO3ENCTBYIOLUME HA OPraHN3M XEHLUMHbI 0 UK BO BpeMsi 6epeMEHHOCTU. [eHeTUYeCKnii GakTop BHOCUT CYLLLECTBEHHbI
Bknag B poOpMmMpOBaHME BPOXAEHHbIX aHOMaJINM NOYEK M MOYEBbLIX MyTen Ha OCHOBaHMM A0Ka3aHHOW ponu MyTauuii B 6onee
yem B 200 reHax, CBA3aHHbIX C Pa3BUTUEM JaHHbIX aHOManui. NMocKobKy KNnacCn4eckumMm MeTogamm MoneKynsipHoOn anarHo-
ctnku B 90 % cnyvyaeB 06HapPYXXUTb HaNMYMe MyTauunii He yOaeTcs, CyLLLEeCTBYET HEOOXOANMOCTb MPUMEHEHWNS HOBbIX TEXHOJO-
rIA reHeTUYEeCKOro TECTUPOBAHNS A9 BbIABNEHUS MyTaLmMii reHoB, 06yCNaBnnBaloLMX AaHHYO rpynny 3abonesaHuin. Cekee-
HMWPOBaHME HOBOIO MOKOJIEHMS NMO3BOJISIET 0OHAPYXMUTb PEAKNE reHeTUYEeCKNe BapuaHTbl U NPOTECTMPOBATL OAHOBPEMEHHO
©0/IbLLIOE YACSIO FeHOB Ha Hann4mMe B HUX KIIMHUYECKN 3HaYMMbIX MyTaLmMii B KOPOTKMe cpoku. Kpome Toro, ncnosib3oBaHue
CEeKBEHMPOBAHMS HOBOIO MOKOJIEHMS pacLUMpsSieT BO3MOXHOCTU MO MOUCKY HOBbIX reHoB-kaHanaaTtoB BAMI. CyuwiecTtBytoT
3THMYECKME PA3Nnyns Mo CNeKTPY FEHOB, BOBJIEYEHHbIX B PA3BUTME BPOXAEHHBIX aHOMasMn MOYEBbLIX NyTEn 1 no4vek. Ha
CEerofHsILUHNIM OeHb Hanbonee NepCcrnekTUBHOM ABNSETCS CTpaTerus, OCHOBaHHas Ha MCCneoBaHMM NOJIHOrO 9K30Ma nauu-
E€HTOB M3 KOHKPETHOr 0 pernoHa 1 nocnenyouier pa3paboTkn ANarHoCTUYECKON NaHenu.

KrnoueBble cnoBa: BPOXAEHHbIE aHOMANIMKM NOYEK 1 MOYEBLIX nyTen (BAMIT), MyTauum reHoB, CeKBEHUPOBaHME HOBOIO MO-
KOJIEHUSA

A.V. Sukalo’, A.V. Kilchevsky?, O.C. Mazur?, 1.V. Sheuchuk’, A.P. Mikhalenko’,
S.V. Baiko'"

GENETIC ASPECTS OF CONGENITAL ANOMALIES OF THE KIDNEY
AND URINARY TRACT

'Belarusian State Medical University, 1st Department of pediatrics, Minsk, Belarus; ?The Institute of Genetics and Cytology of the Belarusian
National Academy of Sciences, Laboratory of Environmental Genetics and Biotechnology, Minsk, Belarus; 32nd City Children’s Clinical Hospital,
Intensive Care Unit, Minsk, Belarus

ABSTRACT

Congenital anomalies of kidney and urinary tract (CAKUT) constitute an average of 25 % of the total number of all genetic
anomalies diagnosed in utero and include both individual anomalies of kidney or urinary tract and a combination of such. One
of the important problems of pediatric nephrology is the early diagnosis of congenital anomalies of kidney and urinary tract,
since untimely detected pathologies lead to a decrease in renal function. The cause of such violations can be genetic factors,
environmental factors affecting the woman's body before or during pregnancy. Genetic factor contributes significantly to the
formation of CAKUT based on the proven role of mutations in more than 200 genes associated with the development of these
anomalies. Since the classical methods of molecular diagnostics do not allow in 90 % of cases to determine occurring muta-
tions, there is a need to apply new genetic testing technologies to identify mutations of genes associated with this group of
diseases. Next generation sequencing allows to detect rare genetic variants and concurrently test a large number of genes
within a short period of time for the presence of clinically important mutations in them. In addition, the use of next-generation
sequencing expands the search for new candidate genes of CAKUT. There are ethnic differences regarding genes involved in

*Baiiko C.B. 220016, benapycs, . Munck, np. J[3ep:xxunckoro, 1. 83. *S.V. Baiko 220016, Belarus, Minsk, Dzerginskogo av. 83, Belarusian State
Benopycckuii rocynapcTBeHHBII MEAUIUHCKUI yHHBepeHTeT, |- kadenpa  Medical University, 1st Department of Pediatrics. Phone: +375(17)250-37-
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the development of congenital anomalies of kidney and urinary tract. The most promising present-day strategy is based on the
study of the specific region of patient’s whole exome and the subsequent development of a diagnostic panel.

Keywords: congenital anomalies of kidney and urinary tract (CAKUT), gene mutations, next generation sequencing
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CHmwxeHne 3a00/1€BaeMOCTH, CMEPTHOCTH, PaHHEH
VHBAJIMIU3ALUN Y JI€TeH SIBISCTCSI OMHOM U3 BayKHEM-
IIMX 33/1a4 COBPEMEHHOW MeNWIMHBI. [eHeTnueckue
(hakTOpBl B COBOKYIHOCTH € (DEHOTHIMYECKUMH IIPO-
SIBJICHUSIMU MTPAIOT KIIFOUEBYIO POJIb B (DOPMHUPOBAHUHI
peOeHKa HadMHast C 3TAIoB IUIAHUPOBAHMUS OEpeMEHHO-
CTH, BO BpeMsi OEpEeMEHHOCTH U HETMOCPEACTBEHHO Ha
JTanax pa3BUTHA U pocta pedeHka. [1o naHHbIM skcrep-
ToB BeemupHol opraHu3zanuy 31paBooXpaHeHus], BKIIA]
reHeTHYeCKHX (PaKTOpoB B (POPMUPOBAHUE 3IOPOBBS
yenoBeka cocraBisier 15-20%. besycnoBHo, mmeer
MECTO aKTyaJIbHOCTh CHIKEHHSI PHCKOB 3a00JIeBaHUI
Ha J1I000M 3Tarle XKM3HH YeJI0BEKa, OJJHAKO CIIEYET OT-
METHUTB 0COOYIO BaXKHOCTD IIEPHOAA AETCTBA, B KOTOPOM
3aKJ1aJIbIBAIOTCS OCHOBBI 3I0POBbSI U JOJTOJIETHSI.

BpoxzaeHHble aHOMaINK Pa3BUTHS TOUEK U MOYE-
BbIX IyTell / congenital anomalies of the kidney and
urinary tract (BAMII / CAKUT) cocrasnstor B cpen-
HeM 25 % ot of1iero yucia BCeX FeHETHUECKUX T0-
POKOB, THarHOCTUPYEMBbIX BHYTpUyTpoOHO. YacToTta
passutus BAMII cocrasnser 2—6 ciaydaes Ha 1000
HOBOPOXKJIEHHBIX [1-3].

BAMII Bkiroyaer B cedsi Kak H30JMPOBAHHbIC
AQHOMAJIMM Pa3BUTHS MOYEK U MOYEBBIX MYTEH, Tak U
nx koMOuHanmu (Tadm. 1).

CTpyKTypHBIE aHOMAJIUU [TOYEK MOTYT BO3HUKATh
B pe3y/bTare HapyLeHWH B mpouecce HedporeHesa.
[IprunHON TakMX HapyIIEHUI MOTYT SIBIATHCS TeHe-
TH4ecKne (axKTophl, (HaKTOPhl OKpY’KaroIel cpessl,
BO3CHCTBYIOIME HA OPIaHU3M KEHIUHBI 10 WU BO
Bpems OepeMeHHoCTH [3].

OpnHol 13 BaKHBIX POOJIEM MeInaTpHUYECKOH He-
(ponorum siBisiercst panHss nuarnoctuka CAKUT,
MTOCKOJIBKY HECBOEBPEMEHHO BBISIBIICHHBIE BPOKICH-
HbI€ aHOMAJIMU TIOYEK U MOYEBOM CHCTEMBI TIPUBOIAT
K CHMDKEHHIO TIOueuHbIX QyHKIMH. Tak, B 3THOIOTH-
YECKOM CTPYKType XPOHUUYECKOH OO0JIe3HH MOUYEeK Ha
CAKUT npuxonutcs 48—59 % ciyuaes. Cpenu npu-
YUH pa3BUTHUS TEPMHUHAIBHON CTaJUM MTOYEUHON He-
JOCTaTOYHOCTH, TPEOYIOLeH MpoBeIeHHs JUain3a 1
TpaHCIJIaHTALNU OYKH, 1o nanueHToB ¢ CAKUT
cocrasiseT 34-45% [3-5].

Ha nanHblii MOMEHT HEOOXOOMM KOMIUIEKCHBIN
CKPUHMHT KJIMHUYECKUX JAaHHBIX HOBOPOXKICHHBIX H
aHaMHe3a OEpPEeMEHHOCTH MX MaTepell C LeNIbI0 BbI-
aBieHns rpynn pucka no pazsutuio CAKUT u nans-
HEHILEro MpoBeACHNUS MPHULIEIBHON YIBTPa3ByKOBOM 1
TeHETUYECKOM TuarHocTuk. Kpurepusmu npu ¢op-
MHPOBaHUH TPYIIBI PUCKA MOTYT ObITh HHM3Kasi Mac-
ca Tena npu poxaeHuu (menee 2500 r), MaKpocoMUs
(6onee 4000 T), HETOHONIIEHHOCTh (CPOK TeCTAIUU
MeHee 37 Hell), MaJIOBOAME, KIMHUYECKH Y3KUH Ta3 U
HapyILIeHUsl TpeUIeKaHus IJI0a, Bo3pacTHas Oepe-
MEHHOCTb (cTapiue 35 jieT), TeCTalMOHHBIN caXapHbIH
IuadeT, recTallMoOHHas apTepualibHasi TUIIEPTeH3US U
MIPOTEUHYPHUs, BHYTPUUEPEITHOE KPOBOM3IUSIHHUE WIN
uHpekms wiona, runepOuupyonnemust [6].

B skcniepumenTe Ha MbILIax HU3KOOEGIKOBas JHeTa
BO BpeMsl OEpEeMEHHOCTH MOBBIILIAIA PUCK PAa3BUTHS
CAKUT (uame yaBoeHue coOupaTeabHOi CHCTEMBI)
NOYTH B 4 pasa 10 CpaBHEHHUIO cO cOanaHCHPOBaH-
Hol OenkoBoii auetoit (22 % npotus 6 %). Ha done

Tabnuua 1/ Table 1

Crtpyktypa BAMIN (CAKUT) [1-3]
Structure of congenital anomalies of the kidney and urinary tract [1-3]

[MaTonorus noykm

MMaTonorva MoyeBbIX NyTeNn

AreHesns

fvmnonnasuns

Annasuns

Aduvcnna3us

KncrosHnas

AHOManNMM B3aMMOpPaCNONOXEHUS NoYek (MNoJKoBoO-, raneTo-,
S-, L-obpasHas)

Aductonus

MMy3bIpHO-MOYETOYHMKOBBI pedntokc (MMP)
OKCTpOodMa MOYEBOrO Ny3blps

OKTONUS yCTbst MOYETOYHMKA

Ypetepouene

YaBoeHne MOYETOYHMKOB

MeraypeTtep

CTeHO3 NpuIoxaHo4YHOro OTAes1Ia MOYeTOYHMKA
CTeHO03 NI0XaHOYHO-MOYETOYHNKOBOIO CErMeHTa
YaBoeHune cobupartenbHO CUCTEMbI

KnanaHbl 3agHern ypeTpbl

CVHAPOM «CNIMBOBOIO XMBOTa»
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TaKOH AMETHI ONpPENesuIOCh CHHKEHUE 3KCIIPECCUH
MeTaHeppuiueckux reHoB SLIT2/ROBO2 n SPRY1 n
yBenuuenue RET, mputom, 4to akTuBHOCTh p-AKT
yBEJIMYNBaAJIACh Ha (JOHE aHOMAJILHOTO aIloITO3a TKa-
He 3auyarka MoyeTouHuKa [7, 8].

Ha ceropnsimiHuii 1eHb HE BBI3BIBAET COMHEHUS,
YTO T€HETHYECKUH (PaKTOp BHOCHUT CYLIECTBEHHBIH
BKJIaA B (OPMHUPOBAHHME BPOXKICHHBIX aHOMAJUi
MOYEBBIX IyTei u mouek. Ilo pesymbraram MHOrO-
LIEHTPOBOIO MCCIIEI0BaHMs, MPOBEICHHOrO B 13 pe-
ruonax Kuras B 2014-2018 rr. u BkimrouaBuero 1001
peGenka ¢ 3a00JeBaHUSMHM TOYEK, T€HETHYECKYIO
OCHOBY TOYEYHOH MNATOJOTUH YNAIOCh YCTaHOBHUTH
B 42,1% cnyuaeB. Y 27 (17%) n3 127 nanueHToB ¢
CAKUT Ttakxe omnpezeneHa reHeTUYeCcKasi dTHOJIO-
rus 3abosieBanus. Hambonee wacTeIMU reHamH, Jie-
TePMUHUPYIOIIUMH Pa3BUTHE BPOXKACHHBIX aHOMa-
T pa3BUTHUS MTOYEK U MOYEBBIX ITyTel, Obut PAX2,
ROBO2, TNXB [9]. J. Harambat u np. B cBOouX uccie-
JIOBaHUAX YKa3bIBAIOT Ha TO, 4TO B 10—-16 % cirydaes
CAKUT umeer renernyeckoe npoucxoxaeuue. [lo-
Ka3aHOo, 4TO 4aCTOTa MAaTOJIOTHH BBILIE B T€X CEMbSX,
IJ€ Y POACTBEHHUKOB HMMEIOTCS CIy4an aHOMAaJUii
OpraHoB Mo4eBol cucreMsl [4]. HeoOxomumo oTMe-
TUTb, YTO B OOJIBIIMHCTBE CIIy4acB CEMEHHBIX (HopM
y OmKalIMX POJICTBEHHUKOB 3a00JieBaHUE MpPOTe-
kaet OeccumntomHoO [ 10]. Kpome toro, 6omee 500 re-
HETMYECKMX CHHJPOMOB, OIMCAHHBIX Ha CErOIHS,
BKJIIOYAIOT aHOMAJIMKM MOYEBBIX IMyTeil u mouek [11,
12]. ITosTOMy M3y4YeHUE TaHHOTO BOIPOCA SBIACTCS
aKTyaJbHBIM B HACTOSLIEE BPEMs M POJOIKACTCS B
ctpanax CHI, 3amagnoi Esponsr u CILIA.

Ha npoTspkeHnn mocineaHero necsTuiaeTus: Oblin
MOTBITKY BBISIBUTH CHEHU(PUUCCKUE T€HBI, MYyTaIHs
KOTOpBIX OpuBoAMT K pa3Butuo BAMII [12]. Ha
JaHHBIH MOMEHT JOKa3aHa poJib MyTaluid B Oonee
200 renax B pazButun CAKUT [12-14].

B T1abn. 2 npuBeneHbl KIOYEBBIC T'€HBI, JAETEp-
MUHHUpytomue passuthe u3onuposanHoro CAKUT,
a TaKXKe I€HETUYECKUX CHHIPOMOB, BKIIOUAIOIINX
AHOMAJIMM MOYEBBIX MyTeil u mouek [13].

HauOonpume ycrnexu JOCTUTHYTHI B MOJEKYJISIP-
HO-TCHETHYECKON JIMarHOCTUKE  HACJIEJICTBEHHOTO
MOJIMKUCTO3a 1oYeK, 710 90% ciyuaeB koToporo o0y-
CJIOBJICHO HanuuueMm mytauuil B reHax PKDI v PKD?2,
KOZIMPYIOUIMX O€JIKM MOIMUUCTHH 1 M TOMUUMCTHH 2.

K ocnosubM npuunzam pa3sutud CAKUT oTtHO-
CSAT OJHOBPEMEHHOE HaJIUMuhe MyTauuil reHoB PAX2
u EMX2, pacnonaratromuxcsi Ha 10g-xpomocome.
VYcTaHOBIEHO, YTO NPU COYETAHHBIX MYTALUAX AaH-
HBIX TEHOB Yy YeJIOBEKa NPOUCXOANT MOJTHAsI AECTPYK-
uus xpomocoMsl 10 [15]. Kpome Toro, onHuM u3 Bo3-
MOXHBIX MEXaHU3MOB, OOBSICHAIOUINX BIUSHUS TeHA

PAX2 na pa3BUTHE OpPraHOB MOYEBOH CUCTEMBI, SIB-
nsiercst PyHKLIMOHAIBHOE B3aUMOJCHCTBUE HCCIEY-
€MOro I'eHa C TAaKUMH TPAaHCKPUIMOHHBIMU (haKTo-
pamu, kak GDNT, RET, SHH, WNT4, FG, kotopsie
BIMSIOT Ha Heporenes [16, 17].

Opuum u3 tsoxensix nposisneHuit CAKUT sBist-
eTCsl My3bIPHO-MOYETOUYHUKOBEIN pedutoke (IIMP),
KOTOPBIII BO MHOTHX CIy4asX OKa3bIBACTCS OCHOB-
HBIM TIPOSIBJICHUEM BPOXICHHOH aHOMAaJIMH TOYEK U
moueBbiBOASIIUX myTei [18]. [lo mpenBaputenbHOM
OlleHKe, pacrpocTpaneHHOCTh [IMP nocturaer 10 %
y MIIaZICHIEB U AeTeil Miaamiero Bo3pacta [19]. IIpo-
CIECKTUBHBIC HCCIIEIOBAaHUs IIOKa3alid, YTO MaJble
crenieHn [IMP 0OBIYHO CITIOHTaHHO PETPECCHPYIOT B
nerctie [20]. DTOT GaxT yCIoKHSIET MPOCIICKUBAHUS
IIMP B ceMbsX, 1 B COBOKYITHOCTH BCE BBILIETIEPE-
YHUCJICHHBIE AaCHEKThl 3aTPYJHSIOT HHTEPHPETALHUIO
PE3yABTaTOB TeHETUYECKUX MCCIIeJOBAaHMI Ha Havalb-
HeIx cTamusax [IMP. Tem He MeHee, ObUTH MTPOBEICHBI
MHOTOYHCIICHHBIE TEHETHYECKUE HCCICJOBaHUS H
OITMCAHBI PA3INYHBIC JIOKYCBI, CBSI3aHHbIC C PA3BUTHEM
nepsuyuHoro [IMP [21]. Camoe kpynHOE OITyOIMKOBaH-
HOE HCCIIeJOBAaHNE Ha CETOIHALIHUM €Hb UCIIONb3YeT
MapaMeTpUUECKyIO CBs3b npu aHanuze 1062 naruen-
ToB 13 460 cemeil Kak OCHOBHYIO MOJIENb [ U3y4YCHUS
OJTHOTO y4acTka xpomocombl 10q26 [22]. dpyrue uc-
CJIEIOBaHUs BBIIBWIM CBs3b MyTauui B rene ROBO2
¢ nepsuuHbiM [IMP [23, 24]. B quarHoctuke reHeTu-
YECKHUX CHHAPOMOB, OIHUM W3 MPOSIBICHUI KOTOPBIX
seiisseTcst IIMP, mokaszana BoBiae4eHHOCTE TeHa TNXB,
KOTOPBIN KOOUPYET BHEKJICTOUHBII MaTpUUHBIN OEJIOK
U 3KCIPECCUPYETCSl B MOYEBBIBOIAIIMX MyTsaX [25].
Hocutenu rerepo3uroTHsix BapuaHToB reHa TNXB
ObLTH HaMJICHBI ITPU 00CTIEIOBAHUM CEMbU C YaCTBIMU
ciayqasimu [IMP [26].

Bpoxnennsiii runpoHedpo3  o0yciaaBIuBaeTCs
[IOPOKaMHU Pa3BUTHS MOYETOUHUKA U MOXKET OBITH
CBSI3aH C HapylIeHHWeM ypoBHs ¢akrtopa teashirt-3,
Koaupyemoro reHoM 7SHZ3. DToT TeH 0OBIYHO 3KC-
MIPECCUPYETCsl B ME3CHXUMaJIbHBIX KJIETKAaX B BEPX-
Hell 4acTH 3MOPUOHANBHOTO MOYETOYHHKA, KOTOPbIC
T depeHIUPYIOTCS B IIaJKOMBIIICUYHBIC KIETKH.
I'omo3urotHele MyTaHTHele 10 reHy 7SHZ3 Mbln
HMMEIOT HEPa3BUTHIC MBILIIBI U HECTIOCOOHBIC K IIe-
pUCTanbTHKEe MoueTodyHukH [27]. Jlromu c rerepo-
3UTOTHBIMU JAenenusiMu TSHZ3 MOryT pomuThes ¢
1e(OpPMUPOBAHHBIMH MOUYCTOUYHHKAMH M CTPaAaTh
OT ayTHW3Ma, TaK KaK JAHHBIA I'€H TaKXke yNpaBisieT
(hyHKIIMOHANBHON Au(QEepEeHITMPOBKON KOPTHKAIIb-
HBIX HEUPOHOB Mo3ra [28].

HecmoTtps Ha nosryueHne HOBBIX JaHHBIX O T'€HaX,
CBSI3aHHBIX C Pa3BUTHEM aHOMAJIMI MOYEBOW CHCTe-
MBI U ONPEAEISIEMBIX TOJBKO JIMIIb KIACCHYECKUMHU
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Tabnuua 2 / Table 2

KrnioueBblie reHbl, gerepmuHupytowme passmtue CAKUT [13]
Key genes that determine the development of CAKUT [13]

leH [MoyeyHbIn peHoTun | OkcTpapeHanbHbIi GeHoTUN
A. JoMmunHaHTHOe HacnepoBaHue CAKUT
BMP4 [MoyeyHasa rmunonnacTnyeckas gucnnasus «3asybs ryba», MukpoodTanbmMums
EYAT MynbTUKNCTO3HasA Ancnnasnsa nodek, novyeyvHas | [nyxorta, aHoMannmn yxa, 6poHxmnasnbHble KUCTbI
annasus
GATA3 | lMoyveyvHas aucnnasus Mmnonapatnpeongmam, aHomanum cepaua, MMMyHooeduULnT,
rnyxota
HNF1B | f'vnonnacTtuyeckas aucnnasuns noyek, eguHcTeeHHas | CaxapHblii guabeT, runepypukemMms, runomarHe3memus, rnoBbl-
noyka, NoaKoBoobpa3Has noyka LLIEHHbIE NeYeHOYHble PepPMEHTbI
KAL1 AreHesuns No4kn MukponeHuc, ABYCTOPOHHUI KPUNTOPXU3M, aHOCMUSA
PAX2 MMP, noyeyHas runonnasuns Kono6oma 3puTenbHOro Hepea, rinyxoTa
RET [MoyeyHasa areHe3ns BpoXxOeHHbI CUHOPOM LLeHTPanbHOM MMMNOBEHTUNALUN, Meayn-
NAPHbIA pak LWATOBUAHOM XeNe3bl, MHOXECTBEHHAs 9HO0KPUHHAsA
Heornnasug lIAn lIB, ¢peoxpomoumtoma
ROBO2 |NMP, pedekTbl Ny3bIpHO-MO4YETOYHUKOBOIO coeaun- | Het
HeHns
SALL1 ['vMnonnacTuyeckasa gucnnasus noYek, areHe3ms noyvek | AHomManmm KOHEYHOCTEN, a3, 3a4Hero Nnpoxoaa
SIX1 'mnonnactunyeckas gucnnasusg nodvek, NMMP Mmyxota, nedekTbl yxa, GpoHXMasnbHble KUCTbI
SIX2 fvnonnactuyeckas gucnnasus novex Het
SIX5 'mnonnactuyeckas gucnnasus noyek, NMP nyxota, nedekTbl yxa, GpoHXMasnbHbIE KUCTbI
SOX17 | MMP, 06CTpYKUMS HA YPOBHE My3bIPHO- Het
MOYETOYHNKOBOIrO CerMeHTa
TNXB MMP [MnepMobunbHOCTbL CyCTaBOB
UPK3A | MNo4yeyHas agucnnasusa HedexTbl n1ua n KOHeYHoCTen
WNT4 fvnonnactuyeckas gucnnasus novex [vnepangporeHnsm, oucnnasns Hagno4e4yHNKOB U IErKNX
CHD1L |ImnonnacTtuyeckasa gucnnasusa nodek, NMP, 06- | Het
CTPYKLUMS HA YPOBHE My3blPHO-MOYETOYHUKOBOIO
cermMeHTa
DSTYK | f'mnonnacTtuyeckas aucnnasus novek, 00CTpykums Ha | nunencus
YPOBHE My3bIPHO-MO4YE€TOYHNKOBOIO CermeHTa
MUC1 MepynnsipHas Kucto3Hast 60ne3Hb noyek Tun 1 Het
UMOD | MepynnsipHasi KUCTO3Has 6051e3Hb noyek Tmn 2 'mnepypnkemns
B. PeueccuBHoe HacnepoBaHne CAKUT
ACE OTcyTcTBME UK HenonHas auddepeHuMpoBkKa Npok- | JleroyHas runonnasus, aHoManum Yepena
CUMasbHbIX KaHaNbLEB
AGT Cxoxe c ACE Cxoxe c ACE
AGTR1 |Cxoxe c ACE Cxoxe c ACE
REN Cxoxe c ACE Cxoxe c ACE
FGF20 | OBYyCTOPOHHSS areHe3unst NoyYeK Het
TRAP1 | TIMP, areHe3us novek VACTERL cuHapom
FRAST | AreHe3us noyek KpuntodTansm, NOPOKM pasBuTUS HOCA U MOTKU, YMCTBEHHAsA OT-
CTanoCTb, CUHAAKTUANS
FREMZ2 | AreHe3us rno4yek KpuntodTanbm, NOPOKK pa3BUTUS HOCA U MOTKN, yMCTBEHHas OT-
CTanoCTb, CUHAAKTUANS

MOJIEKYISIpHBIMU MeToAaMH, B 90 % ciiyyaeB CAKUT
HaJIMYME MMaTOIOTHUECKUX MyTalluii BBISIBUTH HE yra-
ercs. B To e BpeMsi, 3HaHuEe KOHKPETHBIX TCHETHYE-
CKUX HapyIIeHWH, UX THI HACJICIOBAHUS KpaiiHe Ba-
KEH MpU BbIOOpE JICUCHHS U TAKTHKH HAOIIOACHUS Y
Takux nmanueHToB. CyliecTByeT HeoOX0ANMOCTh PH-
MEHEHHSI HOBBIX TEXHOJOTUH IJIsl BHISBICHHUS T'CHE-
THYECKOT0 CTaTyca MalMeHTOB C BPOXKICHHBIMH aHO-
MaJIMSIMH MOYEBBIX IyTeH U nmoyek. CeKBeHUpOBaHHUE
HoBoro mokosieHust (NGS) mo3BossieT 0OHAPYKUTh

12

pelKre TEHETHYSCKUE BapUaHThI M MPOTESCTUPOBATH
OJTHOBPEMEHHO OOJIBIIIOE YKCIIO TCHOB Ha HAJMYUC
B HUX KIMHUYECKH 3HAYMMBIX MYyTalluii B KOPOTKUE
CPOKH B OTVIMYKME OT TPATUIIMOHHBIX MOJICKYISPHO-
reHeTn4eckux MetosoB. Texnomoruu NGS siBisitoTCS
HE TOJBKO A(PPEKTUBHBIM METOJOM IMOHMCKA HOBBIX
U PEAKUX COMATHMYECKUX MYTalluid, HO ¥ SKOHOMH-
yecku 3¢ddexruBabM MetonoMm JIHK-nuarnoctuku
[14]. Yxe ceroaHs UCIONb30BaHKUE MMAHETH JIJIsI TEHO-
tunupoBanust 330 reHoB y 204 HepOACTBEHHBIX Ma-
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ureHtoB ¢ CAKUT no3Bonuiio BbISIBUTh MyTalluu y
18 % manuenTos [28].

Kpome Toro, cekBeHupoBaHHE HOBOTO MTOKOJICHUS
MO3BOJISIET OJTHOMOMEHTHO MTPOAaHATH3MUPOBATh MOJIe-
KyJISIpHBIE HapyIIeHHs] 3HAYUTEIHLHOTO KOJMYECTBa
TeHOB OHOTO TMAaIllMeHTa U 00HAPYKUTh HOBBIC TeHBI-
kanauaatel BAMII [10, 27]. B 2012 roay BnepBbie
OBLT TIPOBENIEH TaPTeTHPOBAHHBIN TTOUCK TOMO3UTOT-
HbIX MyTauui, spistomuxcs npuuuHot CAKUT me-
tonoMm WES (Whole-Exome Sequencing) B 232 ce-
MBbSIX ¢ qaHHOH marojorueii [28]. B 14% (32 u3 232)
ceMeil ObLTH BBISABICHBI MYTalluu B 22 pa3IHUYHBIX
TeHax, BBI3BIBAIONINX W30JUPOBAHHBINA WA CHHAPO-
manbHblii CAKUT, nmun ¢penoxonuun CAKUT. 16 u3
ATUX MYTAallWii — HOBBIC MyTAaIllH, PAaHEe HE OMUCaH-
HBIE B JIUTeparype. Y MalUeHTOB C W30JIMPOBAHHBIM
CAKUT 6bumn oOHapyxeHbl MyTauud B 13 renax
(sith penieccuBHBIX: FRASI, TRAPI, FREM?2, ETVA,
HPSE2 n BoceMb qoMuHaHTHBIX: SALLI, SRGAPI,
ROBO2, TBX18, HNFI1B, NRIP1, GATA3, GREBIL)
13 40 TeHOB, U3BECTHBIX KaK BBI3BIBAIOIINE H30IHPO-
Banuble CAKUT. Kpome Toro, oOHapyXuiu IECTb
MOHOTeHHBIX npuunH cuapoMansHoro CAKUT y
MAIMeHTOB C COOTBETCTBYIOIINM CHHIPOMHEIM (e-
Hoturiom BAMII (tpu peneccunbix: FAT4, CTU2,
TRPSI w tpu pomuHantHbiX: ACTGI, KMT2D,
KAT6B) [29].

YCcTaHOBIIEHO, YTO CYIIECTBYIOT STHHYECKUE pa3-
JIUYHS TIO0 CIEKTPY TeHOB, BOBJICUYCHHBIX B Pa3BUTHE
BPOX/ICHHBIX aHOMAJIMi MOYEBBIX MYyTEH W IOYEK.
Ha ceromusmamii neHs Hawmboliee TEPCHEKTUBHOU
SIBIISIETCS] CTPATETHS: UCCIIEJOBaHUE TTOTHOTO HK30Ma
MAIMeHTOB W Ha OCHOBE TOJYYECHHBIX JAHHBIX pa3-
paboTKa TUarHOCTHYECKOW TaHEeIH.

Takum oOpa3oM, TpeOyrOTCS NalbHEUIIHE KITU-
HUYECKHUE, MOJCKYIIPHO-TEHETHYECKHUE HCCIIeI0Ba-
HUS Yy JIeTell ¢ BPOXKICHHBIMU aHOMAIHMSIMH TIOYEK U
MOUEBBIX TyTel JuIsi Ooyiee TIyOOKOTO MMOHMMAaHUS
OCHOBEBI ATUX 3a00JICBaHUI.
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HACNEOCTBEHHbBIN HEOPOTUYECKNIA CUHPOM
Y NEANATPNHECKUX N B3POCTIbIX MALMEHTOB

Kadenpa dpakynsretckoii negnatpum, CaHkT-NeTepObyprcknii rocyaapCcTBEHHbIN NeanaTpuyieckmii MeauumMHCKnn yHneepcuteT, CaHkT-INeTepbypr,
Poccusa

PEDEPAT

[aHHble nnTepaTypbl CBUOETENLCTBYIOT: B Pe3ynbTaTe AOCTUXEHNA MEOULIMHCKOM FrEHETUKM YCTAHOBJIEH NATOreHe3 CTepon-
[OPE3NCTEHTHOIO N30IMPOBAHHOIO M CUHAPOMAJIbHOrO HEPPOTUYECKOrO CMHAPOMA Y NeanaTpu4ecknx 1 B3pOCHbIX naum-
eHTOB. KNnHMKo-reHeTnyeckne 0CoH6EHHOCTM HACNEACTBEHHOrO N30IMPOBAHHOIO UAN CUHAPOMAIbHONO HEPPOTUYECKOrO
CUHApOMA Yy NeanaTPUYeCKMX U B3POCbIX MaLMEHTOB 00YCNOBAEHbI MyTaLMSIMUN FTEHOB, KOAMPYIOLLMX OCHOBHbIE KOMMOHEHTbI
rnomepynspHo 6a3anbHO MeMOpaHhl, LWenesol anadparmMbl, CTPYKTYPHblE 1 PyHKUMOHANbHble 6eskm nogoumTa. YcTaHas-
JINBAIOT KJIMHNYECKNE NPOSIBAEHNS MPU HACNeACTBEHHOM HE(DPOTUYECKOM CUHAPOME Y NeAmnaTPUYECKMX 1 B3POCTbIX NaLm-
eHToB B Bo3pacTe oT 0 oo 70 neT, nporpeccrnpoBaHme B TEPMUHASIbHYIO MOYEYHY0 HEA0CTaTOYHOCTb OT 5 Mec go 75-80 neT B
3aBUCMMOCTU OT MrEHETUYECKNX U KIIMHNKO-MOPGDOSIOrniecknx ocobeHHocTen. MonekynsipHo-reHeTn4eckoe UccrenoBaHme
npv CTEPONAOPE3NCTEHTHOM U30JIMPOBAHHOM 1 CUHOPOMAsIbHOM HEDPOTUHECKOM CUHAPOME, NMPOBEAEHHOE A0 HAaYana un-
TOCTaTUYECKOM Tepanum 1 6MONCUM NOYKM Y NEAMATPUHECKNX U B3POCIIbIX NALMEHTOB, UMEET BaXKHOE KIIMHNYECKOE 3HAaYeHMe
ONs NPUHATUS PELLEeHNA O LenecoobpasHOCTM BUONCKMM NMOYKU Y UIMMYHOCYMPECCUMBHOM Tepanuun, OLEeHKM CKOPOCTU NMpo-
rPeccUpoBaHNS B TEPMUHANIBHYIO MOYEYHYIO HEA0CTAaTOYHOCTL, BbiIBOpa UMMYHOCYNPECCUBHOM Tepanuu nepes TpaHcnaaH-
Taumen noykun. Ctosilas nepen oTe4ecTBeHHoM Hedporormen npobnema paHHel AnarHoCTUKN HaceaCTBEHHOIO N30JIMPO-
BaHHOMO N CMHAPOMAaNbHOr0 HEDPOTUYECKOrO CUHAPOMA Y NeanaTpUHeCcKnX 1 B3POCIbIX NaLMEHTOB AOJIXKHA ObiTh pelueHa
nyTemMm BHeApPeHNs B HEDPONOrnYeCcKyto NPakTUKy MOSIEKYIIPHO-FEHETUYECKOr0 TECTUPOBAHUS.

KnioueBble cnoBa: HacnenCTBEHHbIM N30NMPOBAHHbBIA U CUHAPOMAIbHBI HEPPOTUYECKUI CUHOPOM, CTepOVa0HYBCTBN-
TENbHbIN N CTEPOUNAOPESNCTEHTHLIN HEDPOTUYECKNIA CUHOPOM, FEHETUYECKOE UCCnenoBaHne, 4eTn 1 B3pocsble

N.D. Savenkova®
THE HEREDITARY NEPHROTIC SYNDROME IN CHILDREN AND ADULTS

Department of Faculty Pediatrics, Saint-Petersburg State Pediatric Medical University, Saint-Petersburg, Russia

ABSTRACT

Literature data indicate that as a result of achievements in medical genetics, the pathogenesis of the development of hormone-
resistant isolated and syndromal nephrotic syndrome in pediatric and adult patients has been established. Clinical and genetic
features of hereditary isolated or syndromal nephrotic syndrome in pediatric and adult patients are caused by mutations of
genes encoding the main components of the glomerular basal membrane, slit diaphragm, structural and functional proteins
of the podocyte. Clinical manifestations of hereditary nephrotic syndrome in pediatric and adult patients aged 0 to 70 years,
progression to terminal renal failure from 5 months to 75-80 years, depending on genetic and clinical and morphological fea-
tures, are established. Molecular Genetic testing in steroid-resistant isolated and syndromal nephrotic syndrome conducted
before the start of cytostatic therapy and kidney biopsy in pediatric and adult patients is of important clinical significance for
making decisions about the feasibility of kidney biopsy and immunosuppressive therapy evaluating the rate of progression to
terminal renal failure, and choosing immunosuppressive therapy before kidney transplantation. The problem of early diagnosis
of hereditary isolated and syndromal nephrotic syndrome in paediatric and adult patients facing domestic nephrology should
be solved by the introduction of molecular genetic testing in nephrological practice.

Keywords: hereditary isolated and syndromal nephrotic syndrome, steroid-resistant and steroid-sensitive nephrotic syn-
drome, genetic research, children and adults
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HacnencrBenHblit  He(pOTHYECKHIA  CHHIPOM
(HC) saBnsieTcs oOmieit mpoOnemMoii mieauaTpuu, He-
¢ponorun, reHeTHKH. B pesynbrare reHeTmueckux
HCCIIEIOBaHUH, IPOBEIEHHBIX B KOHIE XX U Havase
XXI Beka, MpUBEACHO JOKA3aTeIbCTBO HACIIEICTBEH-
HOW TpUpPOIbl B OOJIBLIIMHCTBE CIIy4acB T'OPMOHO-
pesucrenTHoro HC y meauaTpuieckux M B3pOCIBIX
MAIMEHTOB.

Lenpro 00630pa ABISAIOTCS 00001IIEHIE MMEIOTITIX -
Csl B IUTEpaType CBEICHUH O KIMHUKO-TeHETHUECKUX
ocobeHHocTsIx HacneactBenHoro HC, pacmmpenue
MpeACTaBICHUs IEANAaTPOB U HE(POIOToB O TCUCHNUH,
ucxone HacienacrseHHoro HC y nmanueHToB AETCKOro
1 B3pOCIJIOTO BO3PacTa.

B nHayuHOIl M KIMHMYECKON MeIUaTpUuecKOr He-
(posoruy HaCTyNnMIa S10Xa MEIUIIMHCKON TeHETHKH.
Ha ocHoBaHuM n3y4yeHus: MyTaluii TEHOB U peasin3a-
UM TIOJy4eHHOW MH(pOpPMaMK OT T'eHa — K KJIMHU-
YECKOMY NPU3HAKY OMHUCAHBI KITMHUKO-TCHETHUECKUE
0COOCHHOCTH HACJIEICTBEHHOTO HM30JIMPOBAaHHOTO
n cunapomanbHoro HC y nmereit, o0yciaoBiIeHHOro
MYTalUsIMA T€HOB, KOIUPYIOLIMX OCHOBHBIE KOMIIO-
HEHTHI KITyOOYKOBOTO (pHibTpa: TIIOMepyIsIpHOU Oa-
3anpHOM MeMOpanbl (I'BM), mieneBoit auadparmsi,
CTPYKTYpHbIE M (PyHKIMOHAJIbHbIC OCJIKH MOJOLUTA
[1-5].

BonpmmHcTBO MyOIMKaUUil MOCIEAHUX JIET IO0-
CBSIIICHBI U3YUYCHHIO TEHOTHI-(DEHOTUIT KOPPETISLIH-
saM npu MmoHoreHHoM HC, o0yciioBiIeHHOM NpHUCYT-
CTBHEM MYTAIlMil B OTHOM I'€HE, Y NeAUaTPUICCKUX
ManueHToB. B pesynprare BBIABICHUS MYyTalUH
ICHOB, KOJUPYIOIINX OCHOBHbIC KOMIIOHEHTHI BHE-
kiieroyHoro marpukca ['BM u meneBoit muadpar-
MBI, CTPYKTYPHBIX U (YHKLHOHAJIBHBIX OCJIKOB I10-
JOLUTAPHBIX KIETOK, MojlyuyeHa (yHIaMeHTaIbHas
nHpopMalMs O TaTOreHe3e CTEPOUI0PE3UCTEHTHO-
ro HC y nereii. BoisiBiena BapnabenbHOCTD KIMHU-
yeckoro ¢genoruna npu monorennom HC y nereit
[1-6].

Pexxe mpenMeToM criennanbHOrO 00CYKICHUS SIB-
nsuicst HacneacTBeHHbld HC y B3pocibIX NalnueHToB
[1,5,7,8].

O. Boyer, K. Tory, E. Machuca and C. Antignac
(2016) [1] c yueToM HaHHBIX IIUTEPATyphl U pe-
3yJAbTaTOB COOCTBEHHBIX HCCICIOBAaHUNA Xapakre-
PHU3YIOT OCOOCHHOCTH ayTOCOMHO-PELECCUBHOTO U
ayTOCOMHO-TOMUHAHTHOTO U30JUPOBAaHHOIO U CHH-
apomanbHOro HacneactseHHoro HC ¢ tunmgHoH
TUCTOJIOTHEH, MyTauuel IreHa, Bo3pacTa K Haday
KIMHUYECKUX NPOSBICHUA W HCXOLYy B XpOHHYE-
ckyto Oonesnb nouek (XBII) y nmereit u B3pocabIx.
S. Weber (2016) [5] mpencraBisieT TeHETUYECKUE
HapyeHus npu ropmonopesucrenTnoM HC ¢ pan-

16

HUM U MTO3JHUM HAdajoM y MAI[UEHTOB B JETCKOM U
B3pocioM Bo3pacte. OrieHka TeHOB MeHIeIeBCKOTO
HC nna nokaszartenbcTBa amieneid puUCKa WU OJU-
TOTEHHOCTH, KOTOPbIe OOBSICHSIOT HACIEIyeMOCTh,
obuta mposenena The Nephrotic Syndrome Study
Network (NEPTUNE) y 300 mariueHTOB ¢ MOHOT'€H-
ueiM HC, u3 Hux 98 geteii [7]. O. Boyer, G. Dorval,
A. Servais (2017) [8] B 0030pe auTeparypsl Moka-
31 0COOCHHOCTH MO0 TONATHI Y B3POCIBIX Ta-
IUEHTOB.

Online Mendelian Inheritance in Man (OMIM)/
MeHnieneBcKkoe HaclleJJOBaHHE y YeJoBeKa. An on-
line Catalog of Human Genes and Genetic Disor-
ders/ 37eKTPOHHBII KaTaJor TeHOB W TEeHETUYECKHUX
3aboneBaHnii — oOmenoCTymHAs 0a3za, WUMeeT OT-
KPBITBIH JTIOCTYII, IIUPOKO BOCTPEOOBAH YUYCHBIMU U
MPAKTUKYIOMIMMH HE(QPOIOTaMH TOTOMY, 4TO TIPEJI-
CTaBIsieT MH(OpPMANHMIO O TEHaX, OTBETCTBEHHBIX
3a pa3BUTHE HACIEJICTBEHHOTO HW30JIMPOBAHHOIO U
cunapomanbaoro HC, u xapakTepucTtuky (GpeHOTH-
na. ['eHsl 1 peHorun 0603HaYeHBI TI0 HOMepaM [4].

B nenuarpuyeckoit HeporIoruM MPUHATO OMpe-
nenste HC y nerell kak CUMITOMOKOMILIIEKC, BKJIO-
yaroiuit mporeunyputo 1 r/m?/cyt wmu 40 mr/m*/4 (y
B3pPOCIIBIX TMAIUEHTOB 3 T/CyT), THNIOATHOyMUHEMUIO
<25 1/11, THNIEPNIUIEMHIO, OTEKH TTeprdepruIecKue,
MIOJIOCTHBIC U CTETICHU aHacapku. B meamarpuueckoi
He(pOJIOTHH TI0 OTBETYy HAa CTEPOUIHYIO TEpPaIuio
npuHATO BBIAEIATE HC ropMOHOYYBCTHUTENBHBIN
(HOpManmM3aIys aHalIM30B MOYHM W HACTYIUICHHE pe-
MUCCHH B T€UCHHE 8 HeJ CTaHAapTHOW MpPEeIHH30-
JIOHOTEpAnuu B 03¢ 60 Mr/M%/cyT wiu 2 Mr/Kr/cyT),
TOPMOHOPE3UCTEHTHBIN (OTCYTCTBYIOT HOpMaH3a-
IIUsl aHAJIM30B MOYM U PEMHUCCHs B TEUYEHHUE & Hell
CTaH/IapPTHOH TepeHU30I0OHOTEpanuy B 03¢ 60 Mr/
M2/CyT WK 2 MI/KT/CYT).

HC Bcrpeuaercs ¢ yactortoit 2—7 na 100 000 ne-
Tel nepsoro roga xxu3Hu U 16 va 100 000 mereit no
16 met [1-3, 5].

Hacnenctsennsiit HC y neteii nposiBisieTcst u30-
JUPOBAHHBIM CHMIITTOMOKOMILIEKCOM TIPU TIepBUY-
HOM 3a0OJIeBaHUU COOCTBEHHO ITOYEK WIJIM CHUHJPO-
ManbHbIM HC B CTPyKType peaKoro HacieICTBEH-
HOTO 3a00JIeBaHUS C TOPAXKEHHEM APYTUX OPraHOB
u cucreM [1-10]. DnuneMuonorus ¥ NaroreHes Ha-
cnencreenHoro HC y nereil ¥ B3pOCHBIX aKTHUBHO
uzydatorcs. [lo maHHBIM JIHUTEpaTyphl, KIMHHYECKUES
nposiBieHus rpu HacneactBeHHoM HC manmdectn-
PYIOT y MAIUEHTOB KaK B JAETCKOM, TaK U B3POCIOM
Bo3pacte [1-8]. ¥V gereil u B3pOCHBIX MAIUEHTOB C
HaciercTBeHHbIM HC, Kak mpaBuiio, yCTaHABIUBAIOT
CTEPOUIIHYI0 PE3UCTEHTHOCTh, PEXKE CTEPOUTHYIO
YyBCTBUTENBHOCTH [ 16, §].
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W3onuposannslii 1 cunapomanshsiii HC y nereit
MEPBOro ToAa KIACCU(PHULUUPYIOT KaK BpPOXKICHHBIH
HC, manudectupyomuii ¢ MOMEHTa POXICHUS 10
3 mec xu3HHU, 1 nHGaHTHIBHBIN HC, nposiBisttomuii-
ca ¢ 4 mec 10 12 mec [2].

CTeponaiHyI0 PE3UCTEHTHOCTh Yy AETEH IMEepBOro
roja *u3HH ¢ nzonupoaHHbM HC auarnoctupyor
B 66% ciy4aeB, MyTallMOHHBI CKPUHHMHI BBISBIIS-
et mytauuu renoB NPHS1, NPHS2, WT1, LAMB2,
PLCEI, LMXI1B, TRPC6, ACTN4, ADCK4, COQ2,
COQ6, COQI10 [1-6, 10]. MyTallMOHHBIH CKPUHUHT
npu BHC y nereit B Oonee 75% ciydaeB BbISBIISA-
eT MyTanuu B ogHoM u3 5 reHoB: NPHSI, NPHS2,
WTI1, LAMB2, PLCEI1 [1-6, 10, 11].

[To manubiM A. Trautmann et al., PodoNet perun-
ctpa [10], y 1655 nereli maHuecTupoBan crepou-
nopesuctenTHbI HC B nepBble 5 et xusHu B 64 %,
BHC B 6%. MyTauuoHHBIN CKPUHUHI, NPOBEIECH-
Hblil y 1167 nereit, BoisiBua B 23,6 % MyTaluu reHOB
NPHS2 (138), WT1(48), NPHS1(41).

Yacrora CTEPOMAHON PE3UCTECHTHOCTH H MY-
TAllMOHHOTO CKPUHHMHTA Y B3POCIBIX MAaLUCHTOB C
MoHorenHslM HC wu3yuaercs. O030p nuTeparypsl,
npenctasineHHslii O. Boyer, G. Dorval, A. Servais
(2017) [8], cocpemoTodeH Ha TEHOTHUN—(EHOTHUIT
KOPPEISLUSIX IPU MOHOT'CHHBIX IMOJOIHUTONATHSIX Y
B3pPOCIBIX MAallMEHTOB. ABTOPHI NOAYEPKUBAIOT, YTO
CIHMCOK I'€HOB, MYTHPOBABIIMX HPU HACIECICTBECH-
HBIX TOJOLMTONATHUSIX, HOCTOSHHO IOMOJHACTCSA M
Ha CETONHAILIHUUA HeHb HacuuThiBaeT Oosee 40 re-
HOB [8].

R. Preston, H. Stuart, R. Lennon (2019) npuBonst
4acTOTy MyTalMi MOAOLMT-aCCOLNUPOBAHHBIX MPO-
TenHoB B 30 % crepounopesucrentHoro HC y nereit
[3]. Ilo maHHBIM MUTEpaTyphl, 60ee S0 MOHOTEHHBIX
MYTalii OTBETCTBEHHBI 32 Pa3BUTHE CTPOUAOPE3U-
crentHoro HC y nereii n B3pocinsix [1-8].

[lo maHHBIM JTUTEPATYpbI, BO3PACT MALMEHTOB K
MOMEHTY MEPBBIX KIMHUUYECKUX MTPOSIBICHUN Hace -
ctBeHHOro HC coctasnsier ot 0 5o 70 1et, K MOMEHTY
nporpeccupoBanust Hacieactsennoro HC B tepmu-
HaneHyto [TH — ot 5 mec no 75-80 ner [1-6, 8]. Cre-
pougope3ncTeHTHbIN HacneacTBeHHslld HC xapakre-
pHU3yeTcs MEAJICHHBIM MM OBICTPBIM MPOIPECcCCHpPO-
BaHHEM B TEPMHHAJbHYIO IOYCYHYIO HEI0CTaTOu-
HocTh (IIH) y manueHToB B AETCKOM MM B3POCIOM
Bozpacte [1-6, 8, 10]. CkopocTh nmporpeccupoBaHus
B TepMuHanbHyto ITH y neteil u B3poCibIX 3aBUCUT
OT TEHETHYECKMX U KIMHHUKO-MOP(OIOrHuecKux
0COOCHHOCTEH HACJEICTBEHHOIO HM30JIMPOBAaHHOTO
umu cu"apomansaoro HC [1-6, §].

AYTOCOMHO-pelleCCUBHbIH W ayTOCOMHO-
JOMMHAHTHBIN CTEPOHI0PE3UCTEHTHbIN U CTEPOU-

J04yCTBUTE/IbHbIH H30/IMPOBAHHBII HeppoTHYE-
CKHH CHHAPOM

Hedgporuuecknii cungpom (NPHS1) Bcaen-
crBue mytauuii resa NPHS1 (MIM 256300)

I'en NPHS1 (MIM 602716), nokanu30BaHHbBIN Ha
xpomocome 19q13.12, xomupyeT HedpUH-TIABHBIH
KOMIIOHEHT IMIeJeBOM auadparMel KIyOOYKOBOTO
¢unprpa [1-6, 10, 11]. H. Jalanko, C. Holmberg
(2016) ormeuarot, uyTo U3BecTHO Oosiee 250 MyTanuit
rena NPHSI [2]. Auarnoctupytor HC y neteit ot 0
J0 10 net, yamie y HOBOPOXKJEHHBIX C OTEKaMH CTe-
[IEHU aHACapKH, IPOTEUHYPUEH U reMaTypueil. Ycra-
HaBJIMBAIOT TNPU TUCTOJIOTMYECKOM HCCIEIOBAHUN
noueunbix OuonrtaroB OCI'C wmnm MuUHUMaIbHBIC
WU3MEHEHMs, TIPU JIEKTPOHHOM MHUKPOCKOIHUHU C MM-
MYHOTHCTOXUMHUYECKHUM HCCIIEI0BAaHUEM OTCYTCTBHE
JKCTpeccuy HeprHa B IIeJIeBOW Tuadparme u 4et-
KOH Bu3yanm3auuu (unameHToB auadpparmsl [1-3,
5-10].

I'ecto3 OepeMeHHBIX, MPEKACBPEMEHHBIE POBI,
BBICOKHI YpOBEeHb anb(a-heTonporenHa B Mare-
PUHCKOM KpPOBM M aMHUOTHYECKOM KHUJKOCTH, MpPH
poxieHun pebeHka OobIiias OTeuHas riameHTa (25—
50% Maccel Tera HOBOPOXKIAEHHOTO), OKPALIECHHBIE
MEKOHHEM OKOJIOIUIOJIHBIE BOABI, IPOTEUHYPUs, OTe-
KU SIBJSIFOTCSL XapaKTEPHBIMUA OCOOCHHOCTSIMH BpPOXK-
neaHoro HC ¢uHCKOrO THMa BCIIEACTBUE MYTallUH
resa NPHS1 [1, 2, 6, 10, 11]. Myrtauusa rera NPHS1
ABJsIeTCsl HanOoJee YyacTol Cpely MeAuaTpUIeCKuX
nanuenToB ¢ HC [1-3, 5, 6, 10, 11]. ITomumo yacThix
BapuaHToB MyTauuu rera NPHS1 ¢ manudecranueit
BHC u UHC, ne6rot ayrocomuo-perieccuBaoro HC y
netelt Bectpevaercs qo 10 et [1-3, 5, 6, 10, 11]. Bos-
pacT aereit Kk MoMeHTy nporpeccupoBanust HC B tep-
muHaneHyto [IH cocraBnser ot 5-7 mec no 15 ner
[1-3, 6].

Hedgporuuecknii cunagpom (NPHS2) Bceaen-
crBue mytanuii resa NPHS2 (MIM 600995)

I'en NPHS2 (PDCN MIM 604766), kapTupoBaH-
HBIHA Ha Xpomocome 1g25.2, kopupyeT NoAOLUH- UH-
TerpajbHbIii MEMOpaHHBIH OENOK, y4acTBYIOIIUHN B
CTPYKTYPHOH OpraHu3aly IIENeBOH Auadparmel,
COCAMHSICT KOMIIOHEHTHI IIEJIEBOW JIuadparmMbl H
LUTOCKeNeTa HOXKeKk momonurta [1-6]. JleOroT u3o-
mupoBa"Horo HC, o6yciioBlIeHHOT0 MyTallusIMU I'eHa
PDCN, Bo3Hukaer y aereil ¢ poxkaeHusi no 10 met
[1-6]. MyTauunu rena PDCN oOHapyXHuBatoT y aeTeit
npu BpoxaeHHoM HC, mposiBisitonuMcest ¢ MOMEHTa
POXIEHHS 10 3 MECSUEB KU3HU, U WHPAHTUILHOM
HC, Bo3nukaromiem ¢ 4 10 12 mec. Mopdonoruueckue
M3MEHEHUSI KJIacCUPUINPYIOT KaK MUHUMaJIbHbIC U3~
Menenus, @CI'C [1-6, 8]. Myrtauuu rera PDCN BbI-
3BIBAIOT AyTOCOMHO-PEIECCUBHYIO (OPMY CeMeiHHO-
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ro HC ¢ ®CI'C [1-6, §]. M3BecTHBI cirydan CTEPOH-
Jo4yBCcTBUTENbHOTO Bapuanta HC ¢ MUHUMAaIbHBIMU
m3meHeHusmu [1-3]. ¥V nereii ¢ HC, o0ycrioBiieHHBIM
MyTanuamu rena NPHS2, ormedaror yacTHUHYIO WiIH
MOJHYI0 YyBCTBUTEJIBHOCTD K TE€PaIluy NpPeIHU30II0-
HOM WM uukiocnopunom [1-5, 8]. Bospact nereit
U B3pOCJBIX MAllMEHTOB CO CTEPOUIOPE3UCTCHTHBIM
HC BcrienctBue myTarum resa NPHS2 (PDCN) k mo-
MEHTY pa3BuTHs TepMuHanbHou [TH cocrasmsier ot 2
1o 50 net [1-3, 8].

Hedppornuecknii cungpom (NPHS3) Bcaen-
crBue myranuii resa PLCE1 (MIM 610725)

I'en PLCE1 (MIM 1608414) xapTupoBaH Ha Xpo-
Mocome 10q23.33, kommpyromuii phospholipase C
epsilon 1/docdonunazy C epsilon 1, sxcmpeccupo-
BaHHYIO B nojgouurax [1-6, 12]. B pe3ynprare myTa-
nuu rera PLCE1 akcnpeccus mogonyHa u HepprHa
B 1meneBoil auadparme ymeneinaercs [1-6, 12]. Tun
HacnenoBanuss HC ayTtocomHo-penieccuBHbiil. Bo3-
pact zeTeil K Hauany KIMHUYECKUX MPOSIBICHUN H30-
nuposanHoro HC Bcaencreue mytauuu resa PLCE]
or 0 mo 8 met [1-6, 10, 12]. Mopdonorudeckue u3-
menenus mpu BHC u MHC xapaxrepusytoT kak aug-
¢y3HbII Me3aHTHanbHeli ckiaepos (AMC) nm @CI'C
[1-6, 10]. IIpu BHC ¢ AMC anbda-deronporent He
MOBBIIIACTCS B MaT€pPUHCKOM KPOBM M aMHUOTHYE-
CKOH >KHIKOCTH, IUIALICHTA MPU POXKICHUN peOCHKa
He oreuHas [1-6, 12]. Hacnencreennsiit HC ¢ IMC
nnn ®CI'C, obycnosnennsiit mytauueii rena PLCE],
y AeTell XapakTepu3yeTcsi YaCTUYHOW 4yBCTBUTEIIb-
HOCTBIO K MIMMYHOCYIIPECCUBHOM TEpaIiy ¢ COXpaH-
HOM (yHKIMEH TOYEK UITH TOPMOHOPE3UCTEHTHOCTHIO
[1-6, 12]. IIpu ropmonope3uctenTHOM HC pa3Butne
tepMuHanbHOU [TH KoHCTaTHPYIOT Y AeTeil B Bo3pac-
Te oT 5 mec g0 12 ner [1].

Hedporuvecknii cuHapoM BcJieACTBHE MYTa-
uuii rena CRB2 (MIM 609720)

I'en CRB2, kapTupoBaHHBII Ha XpOMOCOME
9q33.3, xogupyet npotens Crumbs homolog protein
2, OKCIIPEeCCUPOBAaHHBIN B IIeNIeBOi quadparme [ 1-4,
13]. M3omuposannsiit HC ¢ ayTocoMHO-perieCCUBHBIM
TUIIOM HACJICIOBaHUSI MaHU(ECTHPYET y HOBOPOXK-
JICHHBIX, TPYAHBIX M JIE€TeH JOLIKOJIBHOTO BO3pacTa,
Mopdonornueckn knaccupunupyemsiii kak OCI'C,
PE3UCTEHTHBIH K NPEeIHU30JIO0HOTEPAIIUH, Iporpec-
cupyet B XbII [1-6, 13].

Hedporuvecknii cuHapoM BcJieAcTBHE MYTa-
uuii rena CD2AP (MIM 607832)

AyTOCOMHO-PEIIECCUBHBIN u ayTOCOMHO-
nomuHaHTHEIE HC, 0OyCIIOBIGHHBI MyTalusIMA
rena CD2AP (MIM 604241), xapTUpOBaHHOTO Ha
xpomocome 6pl2.3, xomupyromero CD-2 associated
protein/C2-accouupOBaHHBIN IPOTENH, BOSHUKAET Y
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TPYIHBIX IeTel U B3pOCbIX ManueHTos [1-5, 14, 15].
CD-2 accoumupoBaHHBIN MPOTEUH SKCIPECCHPOBAH
B 1I€JIeBOI Tuadparme, HEOOXOOUM VIS COCAMHEHUS
HedprHA C IUTOCKeneToM moxpormra [1-5, 14, 15].
[Ipu MUKpOCKONINY MTOYEYHBIX OMONTATOB NALUEHTOB
¢ HC obnapyxwusator @CI'C, ipu 31eKTpOHHON MU-
KPOCKOITUH BBISIBIISIIOT MOTEPIO LIEIOCTHOCTH HOXKEK
MOJIOLIUTOB U CTPYKTYPHI mIeneBolt nuadparmsr [1-5,
14]. BeaenctBue MyTaluu reHa HapylaeTcsl CTpyK-
Typa 1 (QYHKUUS IesieBol auadparMbl, YTO MPUBO-
JUT K Pa3BUTHIO y AeTel ropmoHopesncTteHTHoro HC
¢ ®CT'C, nporpeccupyromero B TEpMUHAIBHYIO ype-
Muto [1-5]. ¥ B3poCbIX MallMEHTOB JUArHOCTHPYIOT
¢ no3gauM Havanom HC ¢ ®CI'C, nporpeccupyro-
uuii B XBIT [5].

Hedporuuecknii cungpom (NPHSS) Bcaen-
crBue mytanuii resa LAMB2 (MIM 614199)

I'en LAMB2 (MIM 150325), xogupyromuii La-
minin B2/ namuHUH 2, KapTHPOBaH HA XPOMOCOME
3p21.31 [1-4]. Myranuu rena LAMB2 o6ycnaBnu-
BAalOT Pa3BUTHE ayTOCOMHO-PELIECCUBHOIO M30JIUPO-
BanHoro BHC wnu MHC ¢ ®CI'C wan IMC [1-5].
W3omuposannslii BHC nporpeccupyer B TepMHHAb-
nyto ITH y nereit B Bo3pacte ot 0 g0 6 net [1-6].

Hedporuuecknii cuHapom BejieacTBHE MYTa-
uumii rena FAT1 (MIM 600976)

HC, obycnoBnennsiit mytanueii rena FAT1 (MIM
600976), umeeT ayTOCOMHO-PEIIECCHBHBINA THIT Ha-
cnenoBanus [1-4, 16]. I'en FAT1, kaprupoBaHHbIi Ha
xpomocome 4q35.2, komupyet nporeun FAT atipical
cadherinl/FAT1- aTunmuyHbIi KaaXepuH, SKCIPECCH-
poBaHHBINA B mieneBoi auadparme [1-4, 16]. B pe-
3ynbrare myTauuu reHa FAT 1 napyiiaercs cTpykTypa
U (QYHKIUS [IeJeBOi quadparMel, y neteid Mmanude-
ctupyet ropmonopesuctentHsli HC ¢ mopdosnoru-
yeckoil kaptunoit ®CI'C [1, 3, 16].

Hedporuuecknii cuHapom BejieacTBHe MYTa-
uun reia PAX2 (MIM 616002, 120330)

Kak u3BectHo, myTanuu PAX?2 reHa BBISBISIOT Y
narerToB ¢ Cakut u Renal-Coloboma cunapomamu
[14, 17]. PAX2 ten (MIM 167409), xonupyromimii
Paired box protein 2/, xapTupoBaH Ha XpOMOCOME
10g24.31 [14]. O. Boyer et al. (2016, 2017) [1, 8],
R.Preston et al. (2019) [3] yka3bIBaloT Ha pa3BUTHE
NPOTEHHYPUH WM M30JMPOBAHHOIO CTEPOHMIIOPE3U-
crentHOro HC ¢ @CI'C, 00ycnoBI€HHOTO 2y TOCOMHO-
JoMUHAHTHOM MmyTtauued PAX2 rena, y mauueHTOB
B Bo3pacTe oT 7 a0 68 mer. M. Barua et al. (2014)
[17] onucanu mytauuto PAX2 rena y B3pocibix ma-
rueHToB ¢ u3oaupoBaHHbEIM HC ¢ ®CI'C. A. Vivante
et al. (2019) BesiBIIIM MyTanmu PAX2 rena (5,2 %)
y Aerell B 57 ceMbsX C ayTOCOMHO-IOMHHAaHTHBIM
crepounnopesucreHTHBIM HC ¢ ®CI'C [18]. Bospact
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MAIlMEHTOB K MOMEHTY NPOrPECCHPOBAHHS CTEPOU-
nopesuctenTHoro HC ¢ ®CI'C B Tepmunanenyto [TH
cocrasisieT 30-58 et [1].

Hedppornvecknii cunapom (NPHS12) Bcaen-
crBue myrauuii resa NUP93 (MIM 615573)

NUP93 ren (MIM 614351) xapTupoBaH Ha Xpo-
mocome 16q13[4]. ToM0O3UroTHbIE U reTEPO3UTOTHHIE
myTtaiuu NUP93 rena o0ycinaBiuBaoT pa3BUTHE CTe-
pounopesuctentHoro HC y nereii. M. Bezdicka et al.
(2018) [19] y nereit BeisiBITM MyTanuu renoB HPHS2
(15%), WT (9,5%), NUP93 (5,4 %), obycnaBnnBaio-
X pasButue crepounopesuctentTHoro HC. ¥V nereit
co crepounopesucteHTHEIM HC ¢ @CI'C, o0ycios-
neHHbIM MyTanuel rena NUP93, ormeueno nporpec-
cupoBanue B XbII B Bo3pacte 1o 7 ner [1].

Hedpornuecknii cunapom (NPHS9) Benencreue
myTauuii resa COQ8B (MIM 615573)

Myrarus rera ADCK4 (COQ8B, MIM 615567),
KapTUPOBaHHOT0 Ha xpoMocome 19.q13.2, BoBneueH-
Horo B OnocuHTe3 KodH3nMa Q 10, Obu1a HaeHTH(H-
LUPOBAHA B CEMbSIX C ayTOCOMHO-PELICCCUBHBIM M30-
mupoBaHHbIM cTeponnopesucteHTHBIM HC ¢ OCT'C
i AMC, maHugecTupyomuM B HEOHATaJbHOM,
rpyAHOM | B3pocioM Bo3pacte [8, 18]. CoQ 10 sB-
JsieTCs KOMIIOHEHTOM JIBIXaTeIbHOM 1€ MHUTOXOH-
Jpuii, y4acTBYyeT B JHEPreTHUYECKOM MeTabosn3Me
MOIOLUTAPHBIX KIETOK [ 1-5].

B ny6nmukamuu M. Atmaca et al. (2017) [20] mpen-
CTaBJICHbI HOBBIC IaHHbIC O BBISIBJICHUH Y TOAPOCTKOB
C MpoTenHypHei, He nocturatomeii crenenn HC, He-
u3BecTHOM sTHoNorun XbBII unu tepmunansHoi 1TH
mytauun rena ADCK4. Tepanus npenaparamu Ko-
sH3uMa Q 10 maet 3hdekT CHIKEHUs MTPOTSHHYPUU
[20]. Kak cunraet S. Weber (2016) [5], MUTOXOHIPH-
aNbHBIe HapylieHust OnocuHTe3a Kodepmentos Q 10
HecyT B ce0Oe nmoreHuran papMaKoJIOrHIecKoro Jieue-
HUSl, IPUBOJSIIIEIO K CHIKEHUIO TPOTCHHYPUH TPH
ropMmoHopesucrenTHoM HC.

F. Wang et al. (2017) [21] BbISIBUIN My TaIIHIO T€HA
ADCK4 y 120 geteit ot 0 no 17 net co crepounope-
sucteHTHBIM HC B 6,67 % cimyuaeB. Myrtanuu resa
ADCK4 (rera COQ8B, MIM 615567) onwucansl y
JeTel, MOAPOCTKOB M B3POCIBIX MALUEHTOB C M30-
muposaHHbIM HC Oe3 skcTpapeHalIbHBIX TPOSIBICHUI
(TakMX KaK MbIILICYHAasi TATIOTOHMS, HEBPOJIOTHIECKHE
paccTpoiicTBa, TYroyxocTh) € HPOTrPECCUPOBAHUEM
yepe3 HECKOJIbKO JieT B TepMuHanbHyto ITH [1, 5, 8].

Hedporuvecknii cuHapoM BcJieAcTBHE MYTa-
uun reia LMX1B (MIM 161200)

Myraruu reHa LM X 1B Obutn BEISIBIICHBI Y TIAIIH-
enToB ¢ usonupoBanHbeiM HC ¢ FSGS B pomocnos-
HBIX C ayTOCOMHO-AOMHMHAHTHBIM THIIOM HAaCJIEHO0-
BaHMsI, IPOTEKAIOLIETO 0€3 KIMHUYECKUX MPU3HAKOB

Nail — Patella cuampoma [1, 22, 23]. HC ¢ ®CI'C
Bcaeacteue myrtauuu rena LMXI1B pesuctenTen k
CTEPOUAHOM TEpaIUK Yy eIUaTPUUECKUX U B3POCIBIX
nanueHToB [1, 8, 12, 22, 23].

Y. Harita et al. (2017) [22], N.K. Andeen et al.
(2018) [23] ommcanu myTarnmio reHa LMXI1B y ma-
LUEHTOB JETCKOI0 M B3POCJIOro BO3pacTa ¢ Hacjien-
cTBeHHbIM ropmoHopesncteHTHBIM HC ¢ OCI'C,
HE MMEBIIMX SKCTPapeHabHBIX NPU3HAKOB apTpo-
octeo-onuxo-aucrasuu (Nail — Patella cuampoma),
¢ nporpeccupoBanreM B XbBII B 3 moxonenusix ce-
MbH. Bo3pacT manueHToB K MOMEHTY MaHU(ECTaH
uzomuposanHoro HC ¢ ®CI'C, obycnoBieHHOTO My-
tauueir LMX1B, cocrasnser 5-70 ner, nporpeccu-
poBanus B XBII 28-70 ner [1, 8, 22, 23].

Hedporuuecknii cunapom BejieacTBHMe MYTa-
uuii rena MYO1E (MIM 601479)

AyrtocomHo-peneccuBHblii HC BenencTeue myrta-
it reHa MYOILE (MIM 614131), xkapTupoBaHHOTO
Ha xpoMocome 15q 22.22, konupytoiero Mmuo3ut 1E,
MaHU(ECTUPYET y JeTed B IPYIHOM M JOMIKOJIHHOM
Bo3pacte [1-4]. Muo3un 1E yyacTtByeT B opranusa-
LMW aKTUHOBOTO IIUTOCKeNIeTa nogouuToB [2]. Mop-
(onornyeckre HM3MEHEHHS TOPMOHOPE3UCTEHTHOTO
HC ¢ myranueit rera MYOI1E xapakrepusyrorcst kak
OCT'C. HC Beneactue myrtauuu rena MYOI1E npo-
rpeccupyeT B TepmuHaibHyto [1H y nereii B Bo3pacte
6—13 net [1-3].

Hedporuuecknii cuHapom BejieacTBHE MYTa-
uun reia ARHGAP24 (MIM 610586)

I'en ARHGAP24 (MIM 610586), xaptupoBaH-
HBI Ha Xpomocome 4q21.2-q21.3, xomupyer Rho-
GTPase-activating protein 24/ Rho-GTPase akrusu-
pyIomuii IpoTenH 24, JOKaIU30BaAHHBIN B OJOLIUTAX
[1-4]. Myrauna rena ARHGAP24 y neamarpuye-
CKUX M B3POCJIBIX NallMCHTOB IPUBOAUT K Pa3BUTHIO
C ayTOCOMHO-JOMHHAHTHBIM THIIOM HAacJeJOBaHUS
ropmoHopesuctenTHoro HC ¢ @CI'C. Ilporpeccupo-
BaHME B TepMHuHaIbHYI0 [IH ycranasnuBaror y mamu-
€HTOB B Bo3pacte oT 12 no 29 ner [1].

Hedporuuecknii cungpom (NPHS4) Bcaen-
crBue mytauuii resa WT1 (MIM 256370)

Mytauun rena WT1(MIM-607102) — cynpecco-
pa omyxonu BuibMca, KapTUpPOBaHHOTO Ha XPOMO-
come 11pl3, xomupyromero wilms tumor protein/
wilms tumor nporenH, y AeTeil NIpUBOAAT K pa3BuU-
tuto uzonuposanHbeix BHC nmun MHC ¢ ayrocomHo-
peueccuBHbIM THUNOM HaciepoBanusa [1-5]. HC
Bcaeacteue mytauuu rena WT1 nposiBasiercst y Ho-
BOPOXICHHBIX M TPYOHBIX JETel H30JIMPOBAaHHBIM
CHUMIITOMOKOMIIIEKCOM € MOP(OJIOTHYECKON KapTH-
Hoit JIMC [1-5]. Ilo oTBeTy Ha Tepanuio NpPEAHH-
3010HOM u3onupoBaHHblii HC BeneacTsue Myrannn
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reHa WT1 y nereil sBsieTCsi FOPMOHOPE3UCTEHTHBIM.
[Iporpeccupyer creponnopesuctentnelii HC B Tep-
muHanbHyo [TH y nereit B paHHeM U MIKOIBHOM BO3-
pacte [1-3, 5].

Hedppornvecknii cungpom (NPHSS) Bcaen-
crBue myranuii resa LAMB2 (MIM 614199)

I'ern LAMB2 (MIM 150325), xapTupoBaHHBII Ha
xpomocome 3p21.31, kogupyer Laminin B2subunit/
cyocrannmio 2 nmamMuHMHA — KoMmoHeHTa |'BM
[1-4]. MyTauMOHHBIN CKpPUHUHT y JIETEH BBIABIISACT
mytammu TeHa LAMB2, xotopsrii oOycnaBimuBaer
pasButue ayrocomHo-pereccuBHoro HC ¢ JIMC 6e3
MPU3HAKOB MMaTOJOTrMU opraHoB 3peHud [1-8]. Kmu-
HUYECKash MaHu(ecTauusi CTEPOUAOPE3UCTCHTHOIO
HC ormeuena y nereit B Bo3pacte ot 0 1o 6 jer ¢
nporpeccupoBanueM B XBII no 20 ner [1, 3, §].

Hedppornuecknii cungpom (NPHS6) Bcaen-
crBue myrauuii resa PTPRO (MIM 614196)

I'era PTPRO (MIM 600579), kapTupoBaHHBIN Ha
xpomocome 12p12.3, konupyet Protein—tirosine phos-
phatase-RO/ tuposun ¢ocdaraza-RO nporeunn [1, 3,
4]. B pe3ynaprare MyTaluu reHa y AeTeil B BO3pacTe
oT 5 110 14 7eT BO3HUKAET C ayTOCOMHO-PELIECCUBHBIM
THUIIOM HaclieoBaHusl, crepoupopesuctentHoiit HC ¢
OCI'C wiM ¢ MUHUMQJIbHBIMU M3MEHEHUsIMU [1, 3,
4].

Hedporuvecknii cuHapoM BcJieACTBHE MYTa-
uuii rena ACTN4 (MIM 603278)

AyTtocomHo-goMuHanTHbIN HC BenencTBue myTa-
uun rera ACTN4 (MIM 604638), kapTHpOBaHHOTO
Ha xpoMmocome 19q13.2 u kogupyrotero a-Actinin-4/,
0-akTHH-4, MaHU(ECTUPYET y MALMCHTOB B BO3PAcTe
ot 3 o 54 net [1-4, 8]. Kak u3BectHo, a-Actinin-4
9KCIIPECCUPOBAH B MOAOINUTAX.

O. Boyer et al. (2016, 2017) [1, 8] nomnarator, 4To
myTauuu reHa ACTN4 oxasbiBatoT 3ddexT cpoacTsa
0-aKTHHHMHA-4 K aKTUHY Y / WIM UHOYKIUKA 00pa3oBa-
HUSI arperaroB akTUHA BOKPYT S/Ipa ¢ MOCIEIYIOIUM
YXYILEHHEM TOIBIKHOCTH TMOAOLMTOB. MyTaus
reHa ACTN4 npuBoauT K pa3BUTHIO MNOAOLUTONATUU
¢ OCT'C, KIMHUYECKH XapaKTepHU3YIOIIENCs MPOTEH-
Hypueid wmu HC, creponmHON pe3NCTEeHTHOCTBIO U
rcxonoM B tepMuHanbHyto [IH y nereit u B3pocibix
B Bo3pacte 3—59 net [1, 8]. I[logouuTonarus ¢ nporeu-
nypuei n HC Benencreue myrannu rena ACTN4 ¢ ma-
HudecTanuen y B3pocibIX MAUEeHTOB IPOrPECCUpPYeET
B TepMuHanbhyto [TH no 60-netnero Bo3pacra [§].

Hedporuvecknii cuHapoM BcJieACTBHE MYTa-
uuii rena TRPC6 (MIM 603965)

Myraruu rera TRPC6 (MIM 603652), nokanu-
30BaHHOr0 Ha xpomocome 11q22.1, xomupyroiero
Transient receptor potencial channel C6/ nepexonusblii
peuenTop noreHuuanbHoro kaHana C6, MpUBOIAT K
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passututo crepounopesucrenTHoro HC ¢ ®CI'C ¢
AyTOCOMHO-TOMHUHAHTHBIM THIIOM HACJICOBAHUS Y
JleTel U B3pocCibIX nanueHToB [ 1-4]. YecranaBnuBaror
HavasbHble nposiBiieHus nporenHypun 1 HC ¢ ®CI'C
U apTepuajbHOM runepTeH3ueil y AeTeil B BO3pacTe
ot 0 no 18 5er ¢ mporpeccupoBaHUEM B TEPMUHATIb-
nyto IIH B Bo3pacre 2-75 ner [1, 5, §]. Ilpu myTa-
uu reHa TRPC6, kogupyromero Transient Receptor
Potential 6, mokazana ponb HapyIICHHWN KalbI[He-
BOTO CHUTHAJBHOTO IYTH B Pa3BUTHH ayTOCOMHO-
nomuHanTHoU nofgorutonaruu ¢ HC [8]. TRPC6 skc-
npeccupyeTcs B LIeNieBOl Tuadparme U MoJOLIUTaX,
IJie OH B3aUMOJICHCTBYET C MOIOLUHOM U HEPPUHOM
[1, 8]. ¥ B3pocnbix manueHToB B 20—40 et MmaHu]e-
ctupyrot nporeunypus 1 HC ¢ ®CI'C ¢ nporpeccu-
poBanueM B TepMuHanbnyto I[TH g0 75 et [8].

Hedporuuecknii cunapom BejieacTBHE MYTa-
nuii rena INF2 (MIM 617575)

I'ereposurorHsie Mytanuu B rere INF2 (MIM
603729), xogupyromeM HHBEPTHPOBaHHBIA formin/
(hopMHUH 2, ABJISIFOTCS IPUYUHON Pa3BUTHUS 2y TOCOMHO-
nomuHanTHoM nogouuronaruu ¢ HC u ®CI'C y ne-
Tel U B3pochblx nmauueHtoB [1-4, §]. AyrocomHO-
JOMHHAHTHbIC TOJOLUMUTONATHH HMEIOT HEHOIHYIO
NEHETPAHTHOCTh U MEPEMEHHYIO 3KCIPECCHUBHOCTD.
DopMuHBI — O€JIKH, UTPAOLINE BaKHYIO POJIb B pe-
MOZAEIMPOBAHUH AKTHHOBOI'O IMTOCKEIETAa IMOJOLH-
TOB. Bo3pacT manueHToB K MaHU(ECcTaluu MpoTeu-
Hypuu 1 HC cocrasnser ot 5 1o 70 net, ucxona B
tepmuHanbhayto [TH no 72 ner [1, 8].

Hedporuuecknii cunapom BejieacTBHE MYTa-
uun reia ANLN (MIM617032)

B pesymerare mytamum resa ANLN (MIM
616027), mokann30BaHHOTO Ha Xpomocome 7pl4.2,
komupytomiero F-actin binding protein Anillin/F-
AKTHH CBS3BIBAIOILMI NMPOTEHH aHWIIHH, HKCIIpec-
CHUPOBAaHHBIA B MOIOLMTAX, 00yCIaBIMBAET pa3BU-
THE C ayTOCOMHO-JOMHUHAHTHBIM THUIIOM HAaCJIE0Ba-
Hus crepoupopesucteHTHoro HC ¢ ®CI'C y nereit
U B3pocnbIx nanueHTos [1, 2, 8]. Boznukaer HC y
JeTel M B3pOCHbIX MAaLMEHTOB B BO3pacTe OT 9 1o
69 ner [1, 8]. Bo3pacT mauueHTOB ¢ TOPMOHOPE3H-
creHTHBIM HC Kk ncxony B TepmunansHyto I[TH co-
crasisier ot 35 no 75 ner [1].

Hedporuuecknii cunapom BejieacTBMe MyTa-
nuu resa SYNPO (MIM 608155)

Myramus resa SYNPO, xkaptupoBaHHOro Ha
xpomocome 5q33.1, xommpyromiero Synaptopodin/
CHUHANTOIOINH, SKCIPECCUPOBAHHBIM B IOJOLHUTAX,
o0ycllaBIMBaeT pa3BUTHE ayTOCOMHO-JOMHUHAHTHOTO
crepounnopesucrentHoro HC ¢ ®CI'C y gmereit n
B3POCIBIX MALMEHTOB, nporpeccupyromero B XbII
[1-3, 8].
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He¢gporuvecknii cunapom (NPHS20) Bcaen-
crBue mytanuu reia TBC1D8B (MIM 301028)

Crepounopesuctentueii HC ¢ X-cuemieHHbIM
peLeCCUBHBIM THUIIOM Hacje0BaHus 00yCIIOBIEH ro-
MO3HUIOTHOM M IeTepO3UTrOTHON MyTanueil reHa TB-
C1D8B (MIM 301027), kapTUpOBaHHOTO HA XPOMO-
come Xq22.3 [4, 24]. G. Dorval et al. (2019) onucanu
B OJHOM ceMbe y Tpoux Jnereil BpoxaeHHbli HC ¢
OCI'C, obycnoBnenHslii Mmytanueii rena TBC1DEB
[24]. V nmerelt mepBoro rojga BO3HUKAIOT MPOTEHUHY-
pust nin HC, ropMOHOPE3UCTEHTHBINH C MPOTpeccH-
poBaHueM B TepMuHAIbHYO [TH.

Crepon104yBCTBUTENbHbIH MOHOTEHHBI He-
¢dpornyecknii CHHAPOM BCJEICTBHE MYTALM
resoB EMP2, EXT1, KANK1, KANK2, NPHS1,
PLCE1

BriaBnensr mytamuum resos  EMP2, EXTI,
KANKI1, KANK2, NPHS1, PLCEI, xotopsie oTBET-
CTBEHHBI 32 pa3BUTHE KaK CTEPOUJOPE3UCTEHTHOTO,
Tak U CTEPOMUJOUYBCTBUTEILHOTO MOHOIE€HHOTO Y
nereit HC [1-4, 25, 26]. A.M. Karp, R. Gbadegesin
(2017) [25] 0b0O0mMIM UMEIOIIHECS CBEICHUS O Ha-
CIIEICTBEHHOM cTepounodyBcTBuTenbHoM HC, 00y-
CJIOBJICHHBIM MyTaluel 7 FeHOB.

AYTOCOMHO-pelleCCHBHBII  CTEPONI0YyBCTBH-
teabublii HC (NPHS10) BeaeacTBue mMyTanuu
rena EMP2

Mytauuu rena EMP2 (MIM 602234), xaptupo-
BaHHOTO Ha XpoMmocome 16p13.13, komupyroriero epi-
thelial protein type2/snuTenranbHbIA NPOTEHH 2 THIIA,
00yClaBIMBAIOT Pa3BUTHE ayTOCOMHO-PELIECCHBHOTO
crepouiouysctButensHoro HC y nereii [1, 3, 4, 25,
26]. bu-annensusie MyTanuu rena EMP2, xogupyto-
LIEro MPOTEHH 2 THUMA, JOKATN30BAHHOTO B HOXKKax
MOAOLMTOB M JHAOTENHANBHBIX KJIETKaX KIyOouka,
SIBIIIIOTCSA TPUYMHOM pa3BUTHS CTEPOUA0YYBCTBH-
tenbHOro HC [26].

G. Dorval, O. Gribouval, V. Martinez-Barquero et
al. (2018) [26] B 59 ceMbsiX yCTaHOBUIJIA Ay TOCOMHO-
peueccuBHoe (n = 33) M ayTOCOMHO-JIOMHUHAHTHOE
(n = 26) nacnenoBanue. ['en EMP2 Obn cexBeHu-
pOBaH B CEMbAX C MOTEHLUUAIbHBIM ayTOCOMHO-
peleccuBHBIM HacjieqoBaHUEM. ABTOPBI HACHTU(DH-
oupoBalu Ou-ajulelbHYI0 MyTauuio B rene EMP2.
HBa Bapmanta HLA-DQA1 Opimu reHOTHIHpOBa-
HBI BO Bcel koropre. Cnenuduyeckue Bapualuu B
HLA-DQA1 nokasanu Bbicokuit puck pazsutus HC
[26]. ABTOpBI MOJIAraroT, YTO MOJTYUYEHHbIE pe3yabTa-
ThI MOAYEPKUBAIOT KIMHUYECKYI0 M T€HETHUYECKYIO
reTeporeHHOCTh CEMEMHOI0 TOPMOHOYYBCTBUTEINb-
Horo HC, ero nMMyHHOE IPOUCXOXK/IEHUE Y BCEX Ta-
LIMEHTOB HE3aBUCUMO OT Ha4aJbHON 4yBCTBUTEINb-
HOCTH K cTepoujiaM [26].

R. Gbadegesin, A. Adeyeemo, N. Webb et al.
(2015) [27] onmcanu 2 Bapuamuun HLA-DQAT1 rena
(rs 1129740 and rs 1071630) u BBICOKYIO 4YacTOTy
anjene y nanueHToB CO CTEPOUA0UYBCTBUTEIbHBIM
HC. O0oOmieHs! pe3ynbTaTel UCCIEIOBAHUS BapHa-
uuit B HLA- DQAT rene npu cemetinom HC [27].

X. Jia, T. Horinouchi, Y. Hitomi et al; Research
Consortium on Genetics of Childhood Idiopathic
Nephrotic Syndrome in Japan (2018) [28] B pamkax
MacITaOHOTrO MCCICAOBaHMS [TOKA3aJIH aCCOLNAIHIO
HLA-DR/DQ 1nokyca ¢ TOpMOHOYYBCTBUTEIHHBIM
HC y neanarpuyeckux naueHToB.

Pesynbrartel  MpeACTaBICHHBIX — MCCIICAOBAHUI
[25—28] yka3bIBalOT HA UMMYHOTE€HETHYECKUE OCO-
OeHHOCTH Pa3BUTHS cTepoupodyBcTBUTENbHOrO HC
y neteii 1 Ha poias HLA-DQ u HLA-DR/DQ B 06e-
CIECYCHUH TeHETHUECKOH MH(pOpManueii UMMYHHOTO
oTBeTa. B mponuioM Beke MHOTOUMCIICHHBIMH HCCIIE-
JOBaHUSIMU OBIITH BBISIBIICHBI ACCOLMALIMN aHTUI'CHOB
cucteMbl HLA u ropmonouysctBuTensHoro HC y ne-
Tei, 3a00JIeBIINX B PaHHEM M JIOLIKOJBHOM BO3pac-
T€, UMCIOLINX KIMHUYECKUE MPOSBICHUS aJNICPruy 1
CCHCHOMIIM3ALMIO K aJIJIePreHaM.

AyTOCOMHO-pelecCUBHbIN TOPMOYYBCTBUTEJIb-
b1l HC Besencreue myranun rena NPHS1

I'er NPHS1 (MIM 602716), nmoxann3oBaHHBII
Ha xpomocome 19q13.1, komupyer HeppuH — TIIaB-
HBI KOMIIOHEHT UIeJeBOH anadparMbl KiryOOUKo-
Boro ¢uibrpa [1-5]. B pesymbrare myrarum reHa
NPHS1 wmanungectupyoT ayToCOMHO-pELeCCUBHBII
crepounopesucteHTHIN BHC (¢ mumararueii mpok-
CHUMaJIbHBIX KaHAJbLEB, ME3aHTHAJIBHBIM CKICPO30M
1o pe3yabraraM MOpQOIOTHYECKOr0 HCCICIOBAHUS
OuonrartoB) u crepougouyBcTBUTeNbHBIN HC ¢ Mu-
HUMaJIbHBIMU U3MEHEeHusMH [ 1, 2].

I'en EXT1 (MIM 608177), nokanu30BaHHBIN Ha
xpomocome 8 q24.11, xogupytrouuii nporeun ['bM,
o0ycllaBIMBaeT pa3BUTHE ayTOCOMHO-PELIECCUBHOTO
1 ayTOCOMHO-10MIHAaHTHOTO ((perorurn MIM 215300-
AR, MIM 133700-AD) ropMOHOYYBCTBHUTEIEHOTO
HCy nereit [25].

I'omo3urorubie myramuu redoB KANKI,
KANK2 (OMIM 614610), koqupyromux ankirin re-
peat-containing protein, KOTOPbI JTOKAJTU30BaH B I10-
JOLUTAPHBIX KIETKaX, ObLIM WACHTU(QHULUPOBAHBI B
2 ceMbsX C ayTOCOMHO-PELIECCUBHBIM CTEPOUIOUYB-
CTBUTENBHBIM U cTepongopesncteHTHeiM HC [25].

I'en PLCE1 (MIM 608414), xapTupoBaHHBII Ha
xpomocome 10q23.33, konupyrouwmii pocdonumnazy C
epsilon 1, sxcripeccupoBaHHYIO B MOJOLUTAX, OTBET-
CTBEH 3a pa3BUTHE ayTOCOMHO-peneccuBHo (MIM
610725) momoruromatuu ¢ HC ¢ gacTuyHOW WM
MOJTHOM 4yBCTBUTENBHOCTBIO K MPEIHU30JI0HOTEpa-
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nuu [1-5,10, 25]. Bo3pacT nereit k Hauanmy KIMHUYE-
CKUX nposBiaeHui n3onuposanHoro HC Bcnencteue
mytauuu rena PLCE] cocraBnsiet ot 0 1o 8 ner [1].

B nureparype onyOnukoBaHBI JaHHBIE O YaCTHY-
HOM OTBETE Ha CTEPOM.bl U TEPAIUI0 MHIMOUTOpam
KaJbLIMHEHPUHA—LIUKIOCIIOPUHOM Yy TalHEHTOB CO
cnerudruecknmu MyTtarusamu reaoB WT1, NPHS2,
PLCEI. B Takux citydasix COBETYIOT POJOKEHUE Y
JeTell Tepanuu A0 TOCTUKEHUS KITMHUYECKOTO YIIyd-
wenus unu pemuccun HC [1-3, 5, 8, 25, 26].

[lo pe3ynbraTaM KIMHUKO-TEHETHYECKOTO HCCIIe-
moBanus S. Landini et al. (2020) [29], u3 111 manueH-
toB ¢ HC nnarnoctupoBaHsl 64 cTepouApEe3UCTEHT-
HBIX U 47 CTEpONI0UyBCTBUTEIbHBIX. Y MALEHTOB C
HC, uMeromux 4yBCTBUTEIBHOCTD K TEPAMU CTEPO-
nAaMu, He 0OHAPY>KEHO HU OJTHOTO MaTOr€HHOIO Ba-
puanTa renos. 13 64 y 19 (30 %) creponape3ncTeHt-
HBIX MAllMCHTOB BBISBJICHBI IATOTCHHbIC BAPUAHTHI B
reHax, o0yciaBIMBaIOMINX Pa3BUTHE TOLOLNUTONATHH
[29].

JlaHHbIE TUTEPATYpbl IEMOHCTPUPYIOT BaXKHOCTD
HaualabHOM npenHusononotepanuu npu HC y nereit
1 B3pOCIHBIX MALUEHTOB ISl ONPEACTICHUS CTEPOHI-
HOW YYBCTBUTEJIBHOCTH, WH(POPMATUBHOCTH TCHE-
THYECKOr0 TECTUPOBAHMS C ILEJIbI0 YCTAaHOBJICHUS
HacnencrseHHoro HC mpu creponaHoOi pe3ncTeHT-
HoctH [29, 30].

HacnencrBeHHblii cCHHAPOMAJIbHBIN HedpoTH-
YeCKHil CHHAPOM

Creponnopesucrentsli HC y nereit ¢ cunapo-
MaJIbHBIMH NPOSIBICHUSIMU 00YCIIOBIICH MyTaLlUSIMH B
remax WT1, LMX1B, SMARCALI1, WDR73, koxu-
pyromux sigepubie Oenkn; B reHax LAMB2, ITGA3,
ITGB4, komupyromux 6exxu ['BM 1 KoMIIOHEHTHI a1-
re3uu; B reHe MY X9, Konupyromero TspKeble Henu
HemblleyHoro muosuna I1A [1-5, 8].

Hedporuvecknii cunapom npu Denys—Drash
CUHJpOMe BeJieacTBHe MyTanusa rena WT1 (MIM
194080)

I'en WTI, xonupyroumii Wilms tumor proteinl,
oOycnanuBaer cuHapomanbabii HC ¢ JIMC [1].
Myranus rena WT1, 1okanu3oBaHHOTO HA XpOMOCO-
Mme 11pl3, npuBoaut k pazsuruto HC, smOproHas-
HOl  HedpoOmacToMbl, TICeBHOTepMadpPOAUTHIMA
[1-7]. P. Denys et al. (1967) [31] u A. Drash et al.
(1970) [32] oncaau CHMIITOMOKOMITIIEKC, BKITIOYAFO-
it HC ¢ IMC n smOpuonanbHyto HedpoOnacTomy,
ncesorepmadpoauTusM. B nureparype mmpoko uc-
none3yercs HazBaHue Denys—Drash syndrome [1-5,
31-36]. Denys—Drash cunapoM KIMHUYECKH Xapak-
tepusyetcs nporeunypueid, BHC nnu UHC, nepen-
KO C reMarypueil. YcTaHaBIMBAarOT MaHH(ECTALHIO
crepounsiopesucteHnTHOro HC npu cunnpome Denys—
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Drash y nereii B Bo3pacte 0—10 set, mporpeccupoBa-
Hue B TepmuHanbHyto ITH Bozpacte 0-15 ner [1-5,
31-35]. IlpoBoauTh OHOTICHIO TOYKU JETSAM C JHa-
THOCTHYECKOH LIeNIbI0 HE PEKOMEHIYIOT II0TOMY, YTO
CYIIECTBYET OIIACHOCTb KOHTAMUHALIUW IPUJIETaro-
MIMX 370POBBIX TKAaHEH, JUCCEMUHALUHN U HOPMUPO-
BaHMS MeTacTaruyeckux oyaros [1-3, 35].

Bpoxpaennblii U uHpaHTUIBLHBIA HedpoTH-
yeckuil cunapom npu cu”apome Frasier (MIM-
614199)

ITpu cunzppome Frasier BeIsIBICHA MyTalusi reHa
WT1 [1-5]. AyTOCOMHO-PELECCUBHBII CHHIPOM
Frasier xapakTepu3yeTcs COYETaHHEM MYIKCKOTO
ncepaorepMadpoaIuTH3Ma, TOHaI00IacCTOMBI U CTe-
poupopesuctentHoro HC ¢ ®CI'C, ¢ manudecra-
nuel y manueHToB B Bo3pacTe oT 7 Mec 1o 34 jer,
MEJUIEHHO ITPOrpecCcUpyoIero B tTepMuHanbhayo [TH
B Bo3pacte oT 5 g0 35 et [1-5, 34-36]. Cunnpom
Frasier xapakrepusyercst nporennypueii uiaun HC c
Mopdonornueckoii kaptunoit ®CI'C [1-5]. Teuenue
3a0oneBaHust ¢ MeIeHHbIM (QopmupoBanueM XbII
[1-5].

Bpoxpennblii HedpoTruueckMii  CMHApPOM
(NPHSS) npu Pierson cunapome (MIM 609049)

Cunzppom Pierson ¢ ayToCOMHO-pELeCCHBHBIM
TUIIOM HaclieloBaHusl 0OyCIIOBJIEH MyTalUed IeHa
LAMB2 (614199), kapTHpOBaHHOTO Ha XPOMOCO-
me 3p21.31, xomupytromero Laminin B2 subunit-
koMroHeHT I'bM, ceTdaTtku, 6a3anbHOTO JUCTKA BHY-
TPUIVIA3HBIX MBI U HEHPOMYCKYJISIPHOTO CHHAIICa
ma3 [1-5, 37-39]. Cunnpom Pierson xapakrepusy-
€TCsl TIOUEYHBIMHU M IJIA3HBIMU aHOMAIUSMU (MUKPO-
KOpHS, 3aJHUN JICHTUKOHYC, KaTapakTa, MopaxeHHe
CKJIEPBI M CETYAaTKU), MBIIICYHONW TUIIOTOHUEH M Ma-
Tosorueil mouek. Ilatonorust mouek manugecTupyer
BpoxkaeHHeiM HC ¢ JIMC, TyOynspHOH MHUKPOKH-
CTO3HOU TpaHCOpMalMel ¢ MPOrpecCUpOBaHUEM B
tepmuHanbayto [TH [1-5, 37-39]. Tucronoruueckoe
ucciefoBanue OuonratoB nmodyku y aereid ¢ HC BbI-
aBysieT Mopdonoruueckyro kapruny JAMC [2, 5, 33—
37]. Iaronorus nouek ¢ nporennypueit mm HC ma-
HudecTupyeT y aererd B Bo3pacte oT 0 110 6 1eT, mpo-
rpeccupyet B ITH nauuentoB ot 0 no 21 rona [1].

Hedporuuecknii cungpom (NPHSS8) Bcaen-
creue mytanuu reia ARHGDIA (MIM 615244)

I'en ARHGDIA (MIM 601925), kapTupoBaHHBII
Ha Xxpomocome 17q25.3, xomupyer Rho-GDP wumn-
rubutop anpda [1-5]. Myranum reHa mpUBOIAT K
HApYUICHUIO AaKTUHOBOTO LIUTOCKEJIETa MOAOLMTOB
[1-5]. Crepounopesucrentasii BHC ¢ IMC nnn
@OCI'C 1 yMCTBEHHOH OTCTalOCTBIO y AeTeil 00y-
CIIOBJICH ayTOCOMHO-PELIECCUBHON MyTalueld reHa
rena ARHGDIA. V nereii B Bo3pacte ot 1 mMec no
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3 net nuarnoctupyror BHC ¢ JIMC nmun HC ¢ @CI'C
[1-5].

Bpoxnennbiii 1 nHpanTuiabublii HC npu cun-
apome Galloway—Mowat BcieacTBHEe MyTamuu
resa WDR 73 (MIM 251300)

Accornmanysi BpokaeHHo# mukporedanmmun u HC
y 2 cuOcoB onucana B 1968 oy, CHHAPOM MOTYUYHIT
HazBanue Galloway—Mowat, TUII HacJIeJOBaHUS CHH-
npoma aytocomHo-perieccuBHbii [1-8]. E Colin et al.
(2014) npu cungpome Galloway—Mowat nokazanu
MyTtanuro rena WDR 73, konupytomero W40-repeat-
containing protein [1-8, 40]. Cunzpom BKIIOYaET
HC, BpoxnenHyro MUKpouedannio, aHOMaIuud pas-
BUTHSI TOJIOBHOTO MO3ra, AuaparMajlbHYyIO0 TPBIKY,
MOPOKHU YIIHBIX PAKOBMH, I71a3 U uepena [1-5, 35, 40,
41]. Ilpu cunapome Galloway—Mowat oTMedaroT mMa-
Hudecranuto ropmonopesucrentaoro BHC, MHC u
HC y nereii ot 5 o 13 ner ¢ mopdonornueckoit kap-
TUHOW MUHUMaJIbHBIX u3MeHenuil, JIMC uinu ®CI'C
[1-5, 40, 41].

H.S. Hyun et al. (2018) npu cungpome Galloway—
Mowat 0OHapy>KHITH HOBYIO TOMO3UTOTHYIO MY TaLHIO
TP53RK B 01HO# cemMbe y TPOUX CHOCOB, UMEIOIIHX
cxonuble (enotumsl, Bkiaouas BHC, mukpoueda-
JIMIO, TUCMOP(HUIO JTNIA, MUKPOTHATHUIO C JICTAJIbHBIM
HCXOJIOM B HEOHATaJIbHOM U I'pyAaHOro Bo3pacte [41].
[IporpeccupoBanre B TEPMUHAIBHYIO YPEMHUIO TPH
ropmoHopesucteHTHOM HC ¢ ®CI'C, IMC koHcTa-
TUPYIOT y JIeTel IPYIHOr0 U JOIIKOIBHOTO BO3pAcTa
[1,41].

Hedporuvecknii cMHAPOM NpU apTPO-0CTEO-
oHuxo-aucmiaazum, Nail — Patella (MIM 161200)

Myranus rena LMX1B, kapTupoBaHHOro Ha Xpo-
MocoMe 9q34, xomupytomero LIM homeodomain
transcription factor 1B, oOyciiaBnuBaeT maTolIOTHIO
KOJIJIareHa u HapyuieHue ctpykrypel I'BM [1, 2, 5].
Omnucano 6osee 180 reTepo3UroTHBIX MyTalMi reHa
rena LMXI1B [1-5, 42]. HacneacTBeHHass OHUXO-
OCTEO-ANUCIUIA3USI C AayTOCOMHO-JIOMHUHAHTHBIM TH-
[IOM HACJICIOBAHUSl XapaKTepH3yeTCs TUIOIUIA3NCH
WM amula3ueil HaJKOJICHHOM yaleyku (OXHOCTOPOH-
HEeH WIN JBYCTOPOHHEH ), THITOIUTa3Hel U TUCTPO(H-
el HOrTel, KOCTHBIMU BBIPOCTAMM Ha I'peOHSX IMOA-
B3JOLIHBIX KOCTEH, IJIa3HBIMH AaHOMalWsMH (Inay-
KOMa), Tatojorued mouek [1-5, 42]. TunmwmdHBIMHU
SBISIFOTCS  TUCIIJIACTUYECKUE W THIOIUIACTHYECKHUE
W3MEHEHUs] HOTTeH MaJibleB, OTCYTCTBHE HOI'TEH Ha
Oonpinx naneuax. [laronorus nouek manudectupy-
€T Y HOBOPOXKJCHHBIX M JICTEH MIKOJIBHOIO BO3PACTa,
B3pocibix nanueHToB ¢ Nail — Patella curmpomom
XapaKTEepPHU3yeTCsl aCUMITOMAaTHYECKONW reMaTypu-
ell, nporenHypueil i crepouaopesucteHTHeIM HC
[1-5, 35, 42]. [Ipu MUKPOCKOTIHH TIOYEYHBIX OHOTIa-

ToB oOHapyxuBatoT PCI'C [1-5], npu 251eKTpOHHOM
MHUKPOCKONHNH — omIokeHus koutareHa III tuma Ha
I'BM, ne3opranuzanuio nogouudtoB. [opmoHopesu-
crentHbIil HC mpu Nail — Patella cuanpome nporpec-
cupyet B TepmuHanbHyto [IH y nereil u B3pocibix
nanueHToB 22-52 et [1, 5].

Hedporuuecknii cuHapom BejieacTBHE MYTa-
uun reia SMARCAL1 (MIM 242900)

Ien SMARCAL1I (MIM 606622) kaprupoBaH
Ha xpomocome 2q35, kogupyer SW1/SFN marpukc-
accolMUpOBaHHbIN npoteuH [1-5, 8]. JJuarnoctupy-
tor BHC u UHC, HC y gereii B Bo3pacte ot 2 g0 12
ner npu Schimke immuno-osseous-dysplasia [1, 5].
HUmmyHokocTHas aucruiazust Schimke ¢ ayrocomHo-
PCLECCUBHBIM THIIOM HACJIEAOBAHUS XapaKTepu-
3yercsa pasButHeM cuHapomanbHoro HC ¢ ©CI'C,
CHOHAMWIOANU(HU3APHON JHUCIUIA3UN U T-KJIETOUYHOTO
uMMyHoOZepuInTa, JIUM(QONeHNH, TepeOpaTbHBIX
uH(apKTOB, MUrMeHTauuu koxH [1-5, 8]. Crepounno-
pesuctentHslii HC ¢ ®CI'C, Bo3HuKIIMiA y neTeil co
CHOHIMIO-3MU(U3aPHOI TUCIUIa3UeH, Tporpeccupy-
et B XbIl y mauuenToB B Bo3pacte oT 3 10 22 jeT
[1].

Hedporuuecknii cuHapom BejieacTBHe MYTa-
nuu resa SGPL1 (MIM 617575)

B pesynprare roMO3UroTHOM M TeTEPO3UTOTHOU
ayTOCOMHO-perieccuBHOM MyTanuu reHa SGPLI1
(MIM  603729), xapTHPOBaHHOTO Ha XPOMOCOME
10922/1, xomupytomiero sphingosine-1-phosphate
lyase, manudectupyer HC, ropMOHOpPE3UCTEHTHBIH
[1-4, 43—46]. Creponnopesuctentnslii HC ¢ ®CI'C
C CHHIPOMAJBbHOM MaHU(ecTaue y HOBOPOXKICH-
HBIX 1 MJIQJICHIIEB, I€TEH paHHETO BO3PacTa XapakKre-
pH3yeTcsl IporpeccupoBaHreM B TepMuHanbHyto 1TH
B JIETCKOM Bo3pacte [1-4, 43—-46].

A.R. Janecke et al. (2017) [43] onucanu y aereit
BHC u BpoxIeHHYIO KaIbIIU(pUKAIIHIO HaITOYSUHH-
KOB BeiencTBue MmyTtanuu reia SGPL1.

S. Lovric et al. (2017) [44] cooOmuau 0 CHH-
JpoManbHOM crepoupopesuctenTHom HC, mporpec-
cupyroumM B TepMuHansHyto [1H, B acconmanuum c
MXTHO30M M HaJIOYEUHUKOBON HEAOCTATOYHOCTBIO Y
JETEN.

R. Prasad et al. (2017) [45] nuarHOCTHpOBAIHN Y
nerei cunapoMansHblil HC, xapakrepusyrommiics
CTEPOUIOPE3UCTCHTHOCTBIO U IIEPBUYHON HAAMIOYEY-
HUKOBOH HEZOCTAaTOYHOCTEIO.

Hedporuuecknii cunapom ¢ 0yJi1e3HbIM 31H-
AEPMOJIN30M W/WJIM OHHXOAMCTpPOo(Heil BcJen-
creue myrauuu resoB LAMB3, ITGB4, ITGA3,
CD151

Crepounopesucrentoeii BHC wmu MHC ¢
ayTOCOMHO-PELIECCUBHBIM THUIIOM HAcCJCIOBaHHUA B
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accolMany ¢ OyJUIC3HBIM SIHJCPMOIHM30M H/WIH
OHHUXOIUCTpOUEH, HEHPOCEHCOPHOU TYTOYXOCTHIO
oOycrnoBien mytammsmu 4 reHos: LAMB3 (MIM
150310), kaprupoBaHHOTO Ha Xpomocome 1q 32.2 u
koaupytomero B3 laminin; ITGA3 (MIM 614748),
koaupytoero unrerput o3; ITGB4 (MIM 147557),
KapTUPOBAHHOI0 Ha Xpomocome 17q25.1 u xogupyto-
mero uHTerpuH B4; CD151 (MIM 602243), kaptu-
poBaHHOro Ha xpomocome 11pl15.5 u konupyrouero
tetpactiapua TM4 [1-5, 8]. M3BectHO, uTo B3 lami-
nin, UHTETPUH 0.3, UHTETPUH P4 1 AHTUT'ECH SBIISIOTCS
komrioneHtamu ['BM [1-5, 8]. Mopdornoruueckue
n3MeHeHus npu crepounopesucrenTHoM HC knaccu-
¢unmpytot kak ®CI'C, a mpu BHC Bcnencreue my-
taiuu reHa LAMB3 BeuiBsiror JIMC ¢ ucxomom B
TEpMUHANBHYIO ypemuto [1-5].

VY nBoux cubcos ¢ napantTmwisHbIM HC ¢ remary-
pueii, coxpanHoi (hyHKIHEW ToYeK, HeHPOCEHCOPHOU
TYTOyXOCTbI0, OYJUIC3HBIM SMHICPMOJIN30M, OHHXO-
auctpodueld Kuctel u cror (y JEBOYKU paclle/iiHa
MSTKOro Heba, aHKWJIOITIOCCHS) MPU MOJICKYJISPHO-
TEHETHMYECKOM HCCIICIOBAaHUH BBISIBIICHA TOMO3UTOT-
Hasg MyTauus rena CB151 [47].

Hedporuvecknii cuHapoM BcJieACTBHE MYTa-
uun reia MYH 9 (MIM 153650)

Myranuu B rene MYH9, kapTupoBaHHOro Ha Xpo-
MocoMe 22ql2 u xomupyromiero cuHTe3 nonmuscle
myosin heavy chain / Tspkenoi 1eny HEMBIIIEYHOTO
muo3uHa [1A, o0ycliaBiauBarOT pa3BUTHE ayTOCOMHO-
nomMuHaHTHOM MY H9-acconumpoBanHoit  Hedpo-
naruu ¢ nporeunypueil wm HC ¢ ®CI'C u /unm
reMarypueid, M MaKpOTPOMOOLMTONCHUH, HEWpo-
CEHCOpPHOHM Tyroyxoctu, karapaktsl [1-4]. Knunu-
YEeCKHE BapHaHThl MOPAXKECHHUS MOYEK y MalUCHTOB
¢ MYH9-accomumpoBaHHO# MakpOTpOMOOIHUTOIIE-
HUel xapakrepusyrorcss mnporenHypueil naum HC ¢
@OCI'C, nanonarnyeckoit Clqg-nHedponarueit, nua-
oernueckoit Hedpomatueii [1-4, 48-50]. Ilaromorus
nouek xapakrepHa ans MYH9-accouunpoBaHHBIX
cuaapomoB Onmteiina (Epstein) u ®exruepa (Fech-
tner) [48-50].

Hedporuvecknii cuHapoM BcJieAcTBHE MYTa-
uun reia FOXP3 (MIM 300292)

I'en FOXP3 nokanm3oBan Ha Xpll1.23, myranus
reHa oOycnaBiIUBaeT y JeTel pa3BUTHE TOPMOHOpE-
suctentHoro HC, cHHAPOMaJBHOTO B ACCOLHMALUH
C UMMYHOIE(HUIMTOM, TMOJIUIHIOKPUHONATHEN (ca-
XapHbId amaber 1 TwWma), sHTepomatuen (amapes),
nepmarutoM [4, 25]. CemeitHbili ¢ X-CLEMJIEHHBIM
peueccuBHbIM THUIIOM Hacnenosanust HC ¢ mopgoro-
TMYECKOM KapTHHOM MUHUMAaJIBHBIX U3MEHEHHH WIN
OCI'C pe3ucTeHTEH K CTEPOMIHON M IUTOCTATHYE-
CKOM Tepanuu.

24

Hedporuyecknii cuHApOM BeJIEACTBHE MYTa-
nuu rena COL4A (MIM 301050)

H3zBectHo, uto myrammsa rena COL4AS5 (MIM
303630), kapTHpOBaHHOTO Ha XpoMocome Xq22,
koaupyromero alpha-5 chain of basement mem-
brane collagen type IV, orBeTcTBeHHa 3a pa3BUTHE
X-cueruieHHOro cuHapoma Alport ¢ THHMYHBIMH TTPO-
SABJICHUSMM TeMaTypyuu U Tporpeccupyromei moyey-
HOW HEJOCTaTOYHOCTH, HEUPOCEHCOPHOU TyrOoyXOCTH
W matrosoruei rmas [1-5].

P. Zhang et al. (2019) ontucanu cunapom ANbrop-
ta ¢ HC n ®CI'C y 20-1eTHero manueHTa ¢ MyTa-
uueit COL4AS [51]. ABTOPBI BBIMOJIHUIN CEKBEHU-
pOBaHHE LIEJIOT0 SK30Ma C ILEIbI0 MICHTU(PHUKALUT
MPUYUHHO-CIIEICTBEHHBIX T€HETUUECKUX BapUaHTOB,
pe3ynbTarsl nokaszanu, 4yto pa3sutue HC ¢ FSGS BbI-
3BaHO myTanueit rena COL4AS [51]. Myrauuu rena
COL4AS5 nmeroT peHOTUIHYECKYIO TeTepOreHHOCTb,
TEeHETUYECKOE TECTHUPOBAHUE CIIEAYET MPOBOIUTH Y
NeNaTPUYECKUX U B3pPOCIBIX MAUEHTOB C CUHAPO-
MoMm Assnopra ¢ HC u ®CI'C ana ontumuzaiuu
JIMarHOCTHUKY U JedeHus [1-5, 51].

O. Boyeretal. (2016) [1] npuBoasT naHHEBIE O pa3-
Butun HC ¢ ®CI'C npu ayToCOMHO-TOMMHAHTHOM
HACJIeICTBEHHOM He(QpUTE BCIEACTBHE MYTallUH
renoB COL4A3 (MIM 120070) u COL4A4 (MIM
120131) [4], xomupytomux alpha-3,4 chain of base-
ment membrane collagen type I'V.

Brnepsrie Y. Zhang et al. (2019) [52] B uccneno-
BaHUM Y TPOUX JAeTel ¢ X—CLEIJIEHHBIM CHHIPOMOM
AnbriopTa ¢ reMarypueil ¢ BBIPAKEHHON MPOTEHHY-
pueil BBIABIEHBI COCYIIECTBYIOIME MaTOTeHHBIE Ba-
puantsl COL4AS u COL4A3, y nBOMX — MaTOreHHbIE
BapuanTel COL4AS u COL4A4, y ogHoro peGeHka
BIIEpBBIE 3 MaTOreHHbIX BapuaHTa B reHax COL4AS
(de novo), COL4A3 u COL4AA4.

Manudecrauus HC ¢ @CI'C npu cunapome Alib-
MopTa OTMEYeHa y JieTell u B3pocibix ot 2 1o 70 ner,
nporpeccupoBanue B TepMuHaibHyto IIH ot 12 no
82 net [1, 3, 5].

B 0030pe nuTeparypbl IpUBeACH HEMOIHBIN Mepe-
YeHb HACJEJCTBEHHOTO M30JUPOBAHHOIO U CHUHJPO-
mansHoro HC ¢ miomepyisipHBIMM U3MEHEHHUAMH,
knaccupuuupyempivu  kak ®CI'C, AMC, wmuHu-
MaJlbHble U3MEHEHUS, KOTOPBIH yallle CTepouI0pe3n-
CTEHTHBIH, pexe CTepOn04yBCTBUTENBHBIN y MTeAna-
TPHUUECKUX U B3POCIBIX MAI[HEHTOB.

O. Boyer et al. (2016, 2017) [1, 8], S. Weber
(2016) [5] moguepkuBarOT MOIUMOPHU3M KIIMHUYEC-
CKMX TIPOSIBIICHU J1e0I0Ta HACIEeICTBEHHOTO H30JH-
poBaHHOTrO, cuHApoManbHoro HC u o0mmit penotun
npu olleHKe modedHbix OwonrtaroB (OCI'C, JIMC,
peXe MMHHUMAaJbHbIE WU3MEHEHUsI, IPU JIEKTPOHHOU
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MHUKPOCKOIIMM ¢ TUIMYHBIM U3MEHEHHEM MOp(QoJIo-
I'MH{ [TOJIOLUTOB) Y NeIUaTPUYECKUX U B3POCIbIX Ia-
nueHToB. S. Weber (2016) [5] onuckiBaeT reHeTnde-
CKHe HapylleHHs npu ropmoHopesucrenTHoM HC ¢
PaHHUM U MO3IHUM HA4ajJoM y MAlMEHTOB B ETCKOM
u B3pocioM Bo3zpacte, ormedas npu HC ¢ mo3nHum
HayaJioM Y HOAPOCTKOB U MAILEHTOB B3POCIOro BO3-
pacra yaiie ayToCOMHO-AOMMHAHTHBINA THIT HACIEH0-
BaHMSI C HEMOJIHOM NEHETPAHTHOCTHIO U IEPEMEHHOI
SKCIIpEecCueH.

R. Preston, H.M. Stuart, R. Lennon (2019) [3]
CUHUTAIOT, YTO MYTAllMOHHBIA CKPUHUHT J10JDKEH OBbITH
JOCTYITHBIM JUISl TIAIIMEHTOB C M30JUPOBAHHBIM CTe-
pounopesnuctenTHeIM HC, npu cunapomansaom HC
C BHEIIOYCYHBIMU NPOSBICHUSIMH, YKa3bIBAIOLIMMHU
Ha PEAKUI TeHeTHYeCKUH CHHIPOM, JeNaeT Ielie-
c000pa3HbIM CKPHUHUHT CBSI3aHHBIX C HUM T'€HOB.

[lonoxxuTenbHple  pe3yabTaTbl  MYTALMOHHOIO
CKPHMHHHTA Y AETEH CO CTEPOHIOPE3UCTEHTHBIM H30-
JTpoBaHHBIM M cuHApoMabHBIM HC TpeOyroT rene-
THYECKOTO KOHCYJIBTUPOBAHUS M TECHOTO COTPYAHU-
YyecTBa neauarpa-Hedponora, Hedponora u reHeTu-
Ka. BO3HUKIINI B JETCKOM BO3pacTe HacieICTBEH-
HBIM M301MPOBaHHBIN 1 cuHapomanbHbelii HC Hepen-
ko nporpeccupyet B XbII y nanueHToB BO B3pOCIOM
BO3pacTe, MO3TOMY B CTPAaTErHMM BEACHUS MAallUCHTOB
¢ HacienctBeHHbIM HC pomxHa OBITH COXpaHeHa
TPaJULHUOHHO CIIOXMBILASICS PEEeMCTBEHHOCTD OKa-
3aHUS CIELUAN3UPOBAHHON HE(POIOTHUECKOM TOo-
MOIIH JIETCKOMY ¥ B3pOCJIOMY HAaCEJICHUIO.

3AKJTIOHEHUE

JlaHHBIE NUTEpaATyphl CBHIETEILCTBYIOT: B pe-
3yAbTATE TOCTHKEHUH MEUIINHCKON TeHETHKH yCTa-
HOBJICHA O3THOJIOTHUS TOPMOHOPE3UCTEHTHOTO W30-
JIUPOBAaHHOTO W CHHJIPOMAIBHOTO HE()POTHIECKOTO
CUHJIpOMA y TIEIUATPUYECKUX W B3POCIBIX MAIMeH-
ToB. KiIMHUKO-TeHEeTHYECKHE O0COOEHHOCTH HaCJIElI-
CTBEHHOTO HW30JUPOBAHHOTO WJIM CHHAPOMAIHLHOTO
He(PPOTUYECKOTO CHHApPOMA Yy TMEAUaTPUUYECKUX U
B3pPOCIIBIX MAIUEHTOB OOYCIIOBICHBI MYTAIMSIMH Te-
HOB, KOJJUPYFOIIINX OCHOBHBIE KOMIIOHEHTHI TJIOMEPY-
JISIpHOU Oa3anbHON MeMOpaHBbI, IIeNeBO qruadparMel,
CTPYKTYpHBIE U (PYHKIIMOHAIIbHBIE OSJIKH MOOINTA.
Krmandeckrie mposiBIeHUs IpY HACIIeICTBEHHOM He-
(hbpoTHYECKOM CHHIPOME Yy TIeTUATPUIECKIX U B3POC-
JIBIX TAIIMEHTOB 0TMEeYaroT B Bozpacte oT 0 1o 70 ner,
MIPOTPECCUPOBAHUE B TEPMHUHAIBHYIO TIOYSUHYIO He-
IOCTAaTOYHOCTH OT 5 Mec 10 75—80 et B 3aBUCUMO-
CTH OT TEHETUYECKHNX U KIIMHUKO-MOP(OIOTHIECKIX
0COOEHHOCTEM.

MonexyInspHO-TEeHETHUECKOE HCCIIEIOBAaHUEe TIPU
TOPMOHOPE3UCTEHTHBIX M30JIMPOBAHHOM W CHHAPO-

MaJbHOM HEe(POTHYECKOM CHHAPOME JI0 Havala IIH-
TOCTaTUYECKOM TEeparuu W BBIMOJHEHUS OWOIICHU
MOYKH Y TIEAUATPUISCKUX M B3POCIBIX IMAIUEHTOB
UMEEeT BaXHOE KIMHUYECKOE 3HAaYCHHWE I TpH-
HATHUS PEIIEHU O I1eIeCO00Pa3HOCTH MPOBEICHUS
OHMOTICHH TTOYKM ¥ WMMYHOCYTIPECCHBHON Teparuu,
OIIEHKH CKOPOCTH MPOTPECCHUPOBAHHS B TEPMUHAIIb-
HYO TIOYEYHYIO HEJ0CTaTOYHOCTbh, BHIOOPA IMMYHO-
CYTIPECCHBHOM Teparuy Tepes NpOoBeIeHUEM TpaHC-
iaHTanuy mnodku. Crosiasi nepesi 0Te4eCTBEHHOM
Hedponorueld mpobiieMa paHHEW JUATHOCTUKU Ha-
CJIEJICTBEHHOTO H30JMPOBAHHOTO M CHHIPOMAIBHO-
ro HePOTHUYECKOTO CHHIpPOMA y TeIUaTpUIECKHX
Y B3pOCIBIX IMAIMEHTOB JIOJDKHA OBITH peIleHa Iy-
TEM BHEAPEHHWS B HEPPOIOTUYECCKYIO IPAKTHKY
MOJIEKYJISIPHO-T€HETUYECKOTO TECTUPOBAHMS.

B coorBercTBUM ¢ mocTaHoBieHueM IlpaBu-
tenscTBa Poccuiickoit @enepaunu ot 10.12.2018 1.
Nel506 «O Ilporpamme rocygapcTBEHHBIX TapaHTHN
OecIIaTHOTO OKa3aHWs TpakIaHaM MEIUIIMHCKON
nomou Ha 2019 ron m Ha nmanoBbii nepuon 2020
u 2021 rompoBy», Mo BUY BBICOKOTEXHOJOTUYHOMU Me-
JUITTHCKOM TTOMOIIM — He(POIOTHs TapaHTUPOBAHO
MOJIEKYJIIPHO-TEHETUUECKOE UcciaeioBaHue [52].
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A.A. Banxoea”, b.A. ®ponos, E.B. Casenvesa, C.A. Yecrnorosa

MPEHATAJTbHbIV CTPECC W EFO POJIb B MATOIOT M
HETCKOIO BO3PACTA: NCTOPUHECKWE ACHEKTbBI 1 COBPEMEHHOE
COCTOAHWE BOTPOCA (OB30OP JINTEPATYPbI)

Kadepnpa dakynsreTckon neamatpun, OpeHbyprekunii rocyaapCTBEHHbIN MeAULMHCKUI yHuBepcuTeT, . OpeHbypr, Poccus

PEDEPAT

B cTatbe npencrasneH aHann3 GyHAaMeHTasbHbIX JaHHbIX N0 NpobnemMe cTpecca U ero posiv B pa3sntum 3abonesaHunii. Hayy-
Hble JaHHbIe O POJIM CTPEeCcCca B NaToIorMm eTCKOro BO3pacTa CBUAETENLCTBYIOT O YPE3BbIHANHON NaTOreHEeTUYECKOM 3Ha4N-
MOCTU cTpecca. [lokadaHo, 4TO CTPECC MMEET TPU CBA3AaHHbIX MeX Ay coB0l rpaHn: CTPeCcC, kak 3BeHO B MexaHn3Me aganTa-
LK, CTPECC, Kak 3BeHO B natoreHese 60ne3Hel, 1 agantaumns K CTPECCOPHbLIM CUTYaLMAM, Kak eCTeCTBEHHas npodunakTnka
CTpeccopHbix 3aboneBaHnii. Hay4Hoe 060CHOBaHE OCHOBHOW 9BOJTIOLMOHHO-AETEPMUHMPOBAHHOW POJSIN CTPECCa, Kak 3Be-
Ha aganTaumn, CBUAETENbCTBYET O BO3MOXHOCTM NpMobpeTaTb Ty AW MHYIO CTENEHb PE3UCTEHTHOCTU K CTPECCOPHbBIM CU-
Tyaumsam. NpenoTepalleHe yMeHbLUEHUS YPE3MEPHOCTU CTPECC-Peakumm 1 CHUXKEHNE BO3MOXHOCTU ee TpaHchopmaumm B
3BEHO natoreHesa 3aboieBaHNM OrpaHMYMBaET KOMMIEKC MEXaHN3MOB, 0003HaYaeMbIX Kak CTPECC-TMMUTUPYIOLLAs CUCTe-
Ma. BaxHbIMK SBASIIOTCS CBEAEHMS O PA3BUTUM U KOOPAMHALMN CTPECCOBOM peakLmm, KOTopble 06eCneqmBaloTCs CNOXHbIM
KOMMAEKCOM MEXaHW3MOB HENPOIHOOKPUHHOW perynsumm, 06beguHEHHbIX MOHATUEM «CTPECC-peanm3yowas cucrema.
Hanbonee pacnpoctpaHeHHbIMU popMamMu CTpecca SBASIOTCS MMNOKCUS Nioaa, MeTabonmyeckmne HapyLleHusl, TOKCUYeckne
BO3AENCTBUS, NPUBOAALLME K HEKOHTPONMPYEMOMY OKUCINUTENIbHOMY CTPECCY Ha KJIETOYHOM U TKAHEBOM YPOBHE C pa3Bu-
TMEM OCNIOXHEHNN BEPEMEHHOCTIN, CUHAPOMA 3a4ePXKN BHYTPUYTPOOHOro pa3suTtus nnoga (3BYP), CTONKNX n3amMeHeHui 1
naTosIorM4ecKnx COCTOAHNMN. Mo mepe pocTa nnoaa NoTOKM KNCIOPOoAa U NUTaTeNbHbIX BELLLECTB OT MaTepun Yepes niaueHTy
YBENMYMBAIOTCS, HTO COMPOBOXAAETCH YBENMYEHNEM pucka GOPMMPOBAHUSA NATONOrMM MO3ra, cepaua, neyeHn 1 noyek ¢
passuTueM B NOCNEAYOLWEN XN3HU MyJbTUOPraHHON natosiornun. JlokasaHo, 4TO OKUCIUTESIbHBIN CTPECC B COYEeTaHUN CO
CTPECCOM HELOCTATOYHOrO NUTAaHMS B MPEHaTalbHOM NEPUOAE YBENNYNBAET PUCK POPMUPOBAHMS SHOOKPUHONATUIA, 3a60-
NIeBaHWU NoYek 1 psaa Apyrnx XPOHNYecknx 3abonesaHunii BO B3POCIOM COCTOSTHUM.

B npakTnyeckom nnaHe ocobblii MHTEPEC NPELACTAaBANIOT OTPULLATENbHBLIE NOCNEACTBUSA CTpecca. PaHHee BbiiBNEHME NCU-
XOCOUMAJIbHBIX U CUMMATOMUMETUNYECKMX (HaKTOPOB, BbI3bIBAIOLLMX CTPECC, ABASAETCA OCHOBOM NMPOMUNIAKTUKN NaTONOrmn
[eTCKOro so3pacra.

Kniouesbie cnoBa: npeHaTasbHbI CTPECC, 3HA0KPUHONaTUK, 3abosieBaHNs Noyek, AeTu, PaHHAA AnarHocTuka

A.A. Vyalkova®, B.A. Frolov, E.V. Savelyeva, S.A. Chesnokova

PRENATAL STRESS AND ITS ROLE IN CHILDREN'S PATHOLOGY:
HISTORICAL ASPECTS AND THE CURRENT STATUS OF THE QUESTION
(REVIEW OF LITERATURE)

Department of Faculty Pediatrics, Orenburg State Medical University, Orenburg, Russia

ABSTRACT

The article presents an analysis of fundamental data on the problem of stress and its role in the development of stressful diseases.
Scientific evidence on the role of stress in childhood pathology indicates the extreme pathogenetic significance of stress. It is
proved that stress has three interconnected faces: stress as a link in the adaptation mechanism, stress as a link in the pathogenesis
of diseases and adaptation to stressful situations as a natural prevention of stressful diseases. The scientific substantiation of the
main evolutionarily determined role of stress as an adaptation link indicates the possibility of acquiring some degree of resistance to
stressful situations. Prevention of reducing the excess of stress reactions and reducing the possibility of its transformation into a link
in the pathogenesis of diseases limits the complex of mechanisms designated as a stress-limiting system. Important information
is the development and coordination of the stress response, which is provided by a complex set of mechanisms of neuroendocrine
regulation, united by the concept of “stress-implementing system”. The most common forms of stress are fetal hypoxia, metabolic
disturbances, and toxic effects leading to uncontrolled oxidative stress at the cellular and tissue levels with the development of
pregnancy complications, intrauterine growth retardation syndrome (IUGR), persistent changes and pathological conditions. As
the fetus grows, the flow of oxygen and nutrients from the mother through the placenta increases, which is accompanied by an
increased risk of the formation of pathologies of the brain, heart, liver and kidneys with the development of a multi-organ pathology
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in the subsequent life. It has been proven that oxidative stress combined with stress of malnutrition in the prenatal period increases
the risk of endocrinopathies, kidney diseases, and a number of other chronic diseases in the adult state. In practical terms, the
negative effects of stress are of particular interest. Early detection of psychosocial and sympathomimetic factors causing stress is

the basis for the prevention of childhood pathology.

Keywords: prenatal stress, endocrinopathies, kidney disease, children, early diagnosis
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[TonsiTHe «cTpecc», 3aMMCTBOBAHHOE M3 (PU3UKH
(HampspkeHue, JAaBleHHE, CHJla, MHPUKIIAJbIBacMble
K cucteme), BBeleHO B MeaunuHy lancom Ceinbe
(1936) u oxapakTepu30BaHO UM KaK «OOIIWH ajar-
TaUMOHHBIN cunapom» [1]. TeM cambIM MomuYEpKH-
Bajach aJanTHBHas HalpaBIEHHOCTh CTpecca Kak
o0meii HecrennUUeckol TICHXOCOMAaTHYECKOH pe-
aKIMM OpTaHU3Ma B OTBET Ha JI000€ MPEAbsIBIIEMOE
Kk Hemy TpeboBanue [2]. [Ipu aTOM nogpazymeBaiocsk,
YTO CTpEeCcC-peaKuusi MpeAcTaBiIseT coOol oObIu-
HBIM ¥ 3aKOHOMEpHBIH OTBET HE TOJIBKO Ha IMpsIMOe
MOBpeXatolee JeicTBUe, HO U Ha JII00bIe JIpyrue
CcTUMYJbl. DOpMHUPOBAaHNE U PAa3BUTHE 3TOH peakuu
MOAYUHSIIOTCS OOIIMM 3aKOHOMEPHOCTSM MPHUCIIO-
COOMTENBHBIX peakiuidi opranusma [3, 4], KoTopsie
MPOSBJISIIOTCSL B TOM, YTO M3MEHEHHUs B OpraHax U
CHCTEMax MPHU CTPECCOPHBIX BO3JAEHCTBUAX 3aBUCAT
OT TEHETHYECKUX OCOOEHHOCTEH OpraHmsMa, ero uc-
XOJHOTO (DYHKIIMOHAIBHOTO COCTOSTHHSA, XapaKkTepa 1
MHTEHCUBHOCTH CaMOr0 BO3JIEHCTBUS, a TaKKe Bpe-
MEHHU, MPOIIELIEro mocie ero HaneceHus. CooTBeT-
CTBEHHO MMOCIEJCTBHS CTPECC-PEaKi MOTYT ObITh
KaK MOJIOKUTENBHBIMU, TaK U OTpULATENbHBIMU. [1o-
JIOKUTEbHAas!, KOHCTPYKTHBHAS CTPECCOBAs peaKiys,
MOBBIILIAIOIIAS  aJalTUBHBIE BO3MOXKHOCTH, ObLia
o6o3nauena [. Cenbe Kak 3ycTpecc, a 0CIadsIFOIINH,
Ype3MEepHO CHIIBHBIM M NMPOAOJKUTENBHBIA CTpecc,
BBICTYIAIOIIMI NATOJOTMYECKOW JI€TEPMUHAHTOM, —
Kak nuctpecc [5]. B mpakTuueckoM miiaHe HanOoIb-
NI MHTEepec MNPEeACTaBISIIOT OTPHUIATENbHbIE I10-
cnencteust crpecca. CocpenoTOueHHOCTh Ha 3TOH
CTOpPOHE MPOOJIEMBI 3a4acTyI0 HUBEIUPYET aJarTHB-
HYIO0 CYIIHOCTb CTPEcCa, peajln3yeMylo B TOM UHCIIe
MyTeM NPHOOPETEHUs] YCTOMYMBOCTH M K CaMOMY
CTPECCOPHOMY BO3JICHCTBHIO, T.€. yTEM ajJanTaluu
K cTtpeccy. Takum obpaszom, «IIpobnema ctpecca...
HUMEET TPU CBSI3aHHBIX MEXIy COOOW TpaHHu: CTpecc
KaK 3BEHO B MEXaHH3Me aJaNTalliy, CTpecc Kak 3Be-
HO B raToreHese 3a00JeBaHuil 1, HAKOHEL, a /Il Talisl
K CTPECCOPHBIM CUTYalUsiIM U eCTeCTBeHHas nmpodu-
JIAKTHKa CTPECCOPHBIX 3a001eBaHmiD» [6].

@daxTopbl, BBI3BIBAIOILINE CTPECC, HA3BIBAIOTCS

cTpeccopamu. Mcxonst U3 OCOOCHHOCTEH WX JCH-
CTBHS Ha OpPraHW3M, OHH MOTYT OBITh pa3/ieieHbl Ha
JIBE€ TPYMIbI: MCUXOCOIHUAIBHBIE M CHUMIIATOMHUME-
tuaeckue. IlepBrle U3 HUX (pedb, MHUCbMO, 0Opas3bl,
BOCIIOMUHAHHS1, OTHOILICHUS B TPYIIAx) BBICTYHAIOT
B POJIM TPUITEPOB CTPECC-PEAKIIMH B CHITY UX KOTHH-
TUBHOM MHTEpHpeTanuu, TpeOyromel ydacTus Heo-
KOpTeKca M TMMOMUYECKON CHCTEMBbI KaK IIEHTPa IMO-
[IMOHAJIBHON UHTErpaluu. « OMOLNH, KaK OTpaXKeHne
MO3TOM YEJIOBEKa M BBICIIUX XMBOTHBIX KaKOH-THOO
aKTyaJIbHOH TOTPEOHOCTH M BEPOSITHOCTH (BO3MOXK-
HOCTH) €€ YAOBIETBOPEHUs» [7] MPUAAIOT OKpacKy
KOTHUTHBHOHM JEATENbHOCTH, CIIOCOOCTBYSl MpPUHS-
THIO pEIlIeHUs] B OTHOLIEHUM JIEHCTBYIOLIETO CTpec-
copa Ha aJIbTEpPHaTUBHOM OCHOBE: BOCIPHUATHE €ro
KaK Yrpo3bl HJIM €€ OTCyTCTBHE. B pesynprare nubo
(dopmupyeTcss Tochl, 00eCTeYMBAIONINN Pa3BUTHE
CTPECCOPHOI peakiuu, 100 OH OTCyTCTBYyeT. OTBET
Ha JCWCTBHE BTOPOH IPYMIIbI CTPECCOPOB (TeMmepa-
Typa, JaBieHHUe, (QU3MYecKas Harpy3ka, THIIOKCHS,
amQeTaMuHbl) He TpeOyeT ydacTHs HEOKOpTEKca H
JTUMOMYECKOH CHCTEMBI, a HETIOCPEACTBEHHO 3aMbl-
KaeTcsl Ha peryjJsaTOpHBIX ILIEHTpax THIoTajJamyca,
CTBOJIa MO3Ta U PETUKYJISIPHON opManuu.

Pa3BuTtHe M KoOpAMHAIUSA CTPECCOBOM peakuuu
00eCreunBaroTCsS CIOXKHBIM KOMIUIEKCOM MEXaHH3-
MOB HEWPOIHIOKpUHHOHN perymsinuu [8], oObenu-
HEHHBIX MTOHATHEM «CTPECC-pean3yIoias CuCTEMa»
[9]. Ee nenTpanbHOE 3BEHO BKIIOYAET TPU OCHOBHBIX
IpyIIbsl HEWPOHOB: 1) HEHpPOHBI NMapaBEeHTPUKYJISP-
Heix sagep (IIBS) runoranamyca, mpoayuupyronie
KOpTUKOTponuH-pruiu3uHr-ropmo (KPI') u yuacTsy-
roue B ctuMyisinny nponykuun AKTI anenorumno-
¢u3oM, a TeM caMbIM — B aKTHUBAllUW THIIOTAJIaMO-
rUMoQu3apHO-aIPEHOKOPTUKATBHOM CUCTEMBI
(I'TAKC); 2) mwneitponst [IBSl, mnpopymupyroiiue
apruauH-Bazonpecu (AB); 3) rpynmbel HellpoHOB,
npoayuupyomux karexonamuusl (KA), miaBHbIM
oOpa3oMm, Hopanpenanud (HA), meHTpoM KOTOPBIX
CIly’)KUT OONIaCTh TaK HA3bIBAEMOTO CHHETrO MATHA.
Mexay HOHaNETUAECPrUIECKOM CUCTEMOM, IPOAYLIU-
pyromeit AB u I'TAKC, cymecTByer TecHOE B3anMO-
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nercrsue B Buae kookanmusauuu AB u KPI' B Heit-
POCEKPETOPHBIX TEPMHHAJIAX, & TAKIKE CTUMYJIHPYFO-
mero neficteust AB Ha cunTe3 KPI' u addunHOCTE
KPI'-penentopos [10]. I[Ipeamonaraercs, uto AB
BIMSIET U Ha aKTUBHOCTh CUMITATUYECKON CHCTEMBI,
oOecrieunBasi Ha IEHTPAILHOM YPOBHE pean3aIiiio
3alIUTHOTO arpeccuBHOro moseneHus. llepudepu-
YEeCKHe 3BEHbS MPENICTABICHB HEUPOMEIUaTOPAMHU U
ropMoHamMH cumnaro-ajapeHanoBoii cucremsl (CAC)
Y TpeX OCHOBHBIX SHJJOKPUHHBIX OCEl, BOBIEKaeMbIX
B cTtpeccoByto peakuuto: [TAKC (mmokokopTrkou-
ne1), comarorporHoit (CTI, comaroMenwHbl) U TH-
peorponnoii (T,, T,).

AJanTUBHBIA pe3ylbTaT CcTpecca HOCUT MHOTO-
BeKTOpHBIN Xxapakrtep. [Ipn yuactun CAC oH nposs-
JIIETCS B CTUMYJISIIMA aKTUBHOCTH CHUCTEM JKHU3HEO-
OecrieueHrst (KpOBOOOpAIeHUs, TbIXaHHsI, TeMOCTa-
3a), KOTOpas TOMJCPKUBACTCS DHEPTOMOOHIU3YFO-
MM W TiepepacnpefenuTenbHbiM dPdexramu KA.
[IepBblil U3 HUX JOCTUracTCs aKTUBALMEH [IIMKOTe-
Honm3a W ruaponu3a tpuarmnurnepunoB (TATD) ¢
BO3pacTaHUEM B IIUPKYISAILINH TIIFOKO3BI M CBOOOTHBIX
xupHbIX Kucsot (CXKK). Bropoii — 3a cuet yBenuue-
HUSl KPOBOTOKA B OpraHax C MOBBIIICHHOW aKTUBHO-
CThIO Onmarozaps oOpa30BaHUIO B HUX METa0OJIHTOB
(ameno3un, NO, MpoCTaHOMIBI) — Ba30IMIIATATOPOB.
BaxxupiM mpencraBisieTcs JTUNOTPONHBIA A ekt
KA 3a cuer ycunenus aktuBHOCTH jumna3 u (ocdo-
nWmna3 npu ydactuu moHoB Ca®', a Takxke ymepeH-
Hoit smnonepokcugauun (I1OJI), uuAynHMpyemoii
oOpa3oBaHueM akTHUBHBIX ¢GopMm kuciopona (ADK)
[11]. bmaromaps 3ToMy 3 QeKTy MPOUCXOAAT JIaOH-
JU3aIus MeMOpaH, BO3pacTaHue WX MMPOHUIIAEMOCTH,
YTO CKa3bIBACTCS HA HDKCIPECCHU PEIENTOPOB, aK-
TUBHOCTH JIMITHJ[3aBUCUMBIX MEMOpaHHBIX OEIKOB,
BKJIFOYasi MEMOpaHHBbIE HACOCHI, KaHAJIbl HOHHOU
MIPOHUIIAEMOCTH U MEMOpPaHO-CBS3aHHbIE (DePMEHTHI
[6, 9]. CyiiecTBeHHOE aJanTUBHOE 3HAYEHUE UMEET
repepacrpesiefieHne B KPOBOTOK KOCTHO-MO3TOBOTO
IyJla CETMEHTOSIIEPHBIX HEUTPO(DUIOB — BaXKHEHUIIIE-
TO 3B€Ha €CTECTBEHHOTO MMMYHHUTETa. JTa peaKius
«MOOWMITU3AITUHN HAKOTIJICHHBIX KJIETOUHBIX PE3EPBOBY»
OTpakaeT TOTOBHOCTh OpraHM3Ma K OJIOKMPOBAHHUIO
Y JUKBUJAIMHA OWOJOTHYECKHE arpecCHBHOTO Ma-
Tepuasa, a Tak)ke K BOCCTAHOBIIEHUIO CTPYKTYPHI U
(YyHKIIMY TKaHU B CiIlydae ee MOBPEKIACHUA. Takum
00pa3oM, OCYyIIECTBIACTCS IPUHITUI MYJIbTATIApAME-
TPUUYECKOTO B3aUMOJICHCTBUS PE3yJIbTAaTOB JICATEIb-
HOCTH Pa3lIUYHBIX CHUCTEM ISl JOCTHKEHUS ONTH-
MaJbHOTO MPUCTIOCOOUTENBHOTO pe3ynbTara [4].

AnpantuBHble mociaenctsusa axktuBanuu I TAKC
peanu3yroTcst Onaronapsi CHOCOOHOCTH TTFOKOKOPTH-
rxousioB (I'K) momnepkuBarh ¥ ycuiauBarh yHKINO-
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HanbHbIe ddekTl KA; obecriednBarh TIHKEMHUIO
(TmokoHeoreHe3); aKTUBUPOBATh pacnaj Oelka, cro-
cOOCTBYs epepacnpeaesICHUIO MIIaCTHYECKOTro Mare-
puana B pyHKIHOHAIBHO aKTUBHbIC OPraHbl U TKaHH;
OrpaHNYUBATh JIAOMIM3ALUI0 MEMOpaH MpHU BCTPau-
BAaHUU WX B JIMIIUOHBINA Oucioi. Poip T3, T4 MPOsIB-
JseTCsl yBemM4eHneM oOmiero ¢oHa Meradonm3Ma
u ompeneneHHoro cunepruzma ¢ KA. Uro kacaercs
CTT, To, MOMUMO TIMKEMHHU U aKTHBAIUA aHA0OIH-
YECKHUX MPOIECCOB, BAXKHOW CTOPOHOI ero AeicTBuUs
SBISIETCSl CTUMYJISIIMS pEHapaTUBHBIX MPOLIECCOB H
MMMYHHOH CHCTEMBI, OCYLIECTBIsIeMasl Yepe3 coMa-
ToMeuHbI [12].

Tpanchopmanust cTpecc-peakuuu M3 OOIIEero
HecreUu(pHUUECKOro 3BeHa ajanTaluyd B olliee He-
crneun(uUeckoe 3BEHO NaroreHesa 3a0o0JeBaHUM
00ycIioBlIeHa ee N30BITOYHOCTBIO, T.€. MOBBIILICHHOM
aKTHUBALIMEH cTpecc-peanusyroniei cucremsl. OTpu-
HareJIbHbIC MOCIEACTBHSI TaKOH M30BITOUHOCTH OIIO0-
CPEAyIOTCs, MPEXIE BCEro, YCHJICHHEM JIMIIOTPOI-
Horo 3(dekra crpecca Omaromaps (GpopMHUPOBAHUIO
«TUTUTHOM TpHuanel» [6], oObenuHsIOmeH Ype3mep-
HYIO aKTUBalMio Jmna3 u (ocdonumnas, AeTepreHT-
Hoe peiicrBrue m30bITKa CKK 1 nmmzodocdarunos, a
TaKke noBblieHHyo aktuBanuio [10JI. Heratusubie
MOCJIEACTBUS 3TON TPHAbl B COOTBETCTBUU C CYIIle-
CTBYIOIUMHE TIpencTaBieHusMu [13] oOycrmoBieHsbI
OKHCJICHUEM THOJOBBIX (CyIb(TUAPUIBHBIX) TPYIII
0€JIKOB, HAKOIUICHHUEM IPOAYKTOB JIUIIOIECPOKCH-
Januu (TUApONepeKncei, albAeruioB, KETOHOB) H
YMEHBIIEHHEM CTAOMJIBHOCTH JIUIIHMIHOTO OHCIOs
MeMOpaH. B cBoto ouepenb OKuCICHHbIE OCJIKH JIETKO
MOABEPraroTCs ACTPafaluy MMoJ] BIMSHAEM MpoTeas,
a okucieHnue GochoaunuaoB yBeIUUUBACT UX IMOJ-
BEPKEHHOCTh THApONM3y (ochonunasoii A, B pe-
3yJbTaTe BO3pACcTaHus cpoAcTBa K (pepmeHTy. Takum
o0pasoM, (opmupyeTcs ompeaeieHHasl MOoCIea0Ba-
TEJILHOCTh BKJIFOUCHHSI MEXaHU3MOB IOBPEKICHHS
OoromemOpansbl, npu KoTopoil akruBaums I10JI obe-
crieunBaeT aeiicTere pocdonnnas, mocie 4ero Hapy-
HICHUS] B MEMOPaHHOM OMCII0€ MPOUCXOIAT yKe He-
3aBucuMo ot yposHs [1OJI n naxe npu ero nopasie-
HuY. Emie onyH «11opodHbIi KPyTr», (HOpMUPYIOTITAKCS
B pe3yJIbTaTe aKTUBALIUH JIMITUIHON TPHAbl, CBSI3aH C
BO3pAcCTaHUEM NMPOHUIIAEMOCTH MeMOpaH AJIsl HOHOB
Ca*", 4To MPUBOIHT K U30BITKY 3TOTO KaTHOHA B KJIET-
K€ M aKTuBanuu UM (ocdonumnas, CrocoOCTByOIIeH
yCcyryONeHHIo JIe3UHTErpaliy JUIuIHoro oucios. B
CBSI3U C 3THM BBIpaXXEHHBIN n30bITOK Ca’’ B KieTke
(10-10” Mosb) mpeAcTaBIseT Jis HEe OMacHOCTb
Y PaclCHUBAETCS KaK OMH M3 KIIIOUEBBIX MEXaHH3-
MOB KjeTouHou rubenm [16]. Pesymbrarom ciyxar
CTPYKTYpHbIE M (yHKIMOHAJbHbIC HAPYIICHHUS Kile-
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TOYHBIX MEMOpaH, CONPOBOMKAAIOIIMECS YTPaTod HX
OapbepHON M MaTpUUHON (QyHKUMNA. DTH HapyIICHHS
UTPAIOT ONPECISIOUIYIO POJIb B Pa3BUTUH TaKHUX pac-
MIPOCTPAHEHHBIX MATOJOTUH, KaKk HIIeMHuyecKas 0o-
JIe3Hb Cepjla, TMIePTOHNYEeCKass OOJe3Hb, SI3BCHHbIC
MOPXEHHS CIM3UCTOH 00OJIOUKHU KeTyaKa, FHIepXo-
nectepuHeMusl, OpoHxHanbHas actMa u ap. K umcmy
OTPHUILATEIbHBIX MOCIEACTBUI M30BITOUHOTO CTpecca
CIIelyeT OTHECTH M €r0 MMMYHOCYIPECCUBHBIH (-
(ext, hopMHUPYIOIHMK BTOPUYHBIA UMMYHOEHHIINT,
CO3IAFOIIUH YTpo3y WHPEKIHIA, ay TOMMMYHHOW TIaTo-
JIOTUU 1 CHWDKAIOIIMH HPOTHBOOITYXOJICBYIO 3aIIUTY
[14, 15]. AHanu3 MEXaHU3MOB Pa3BUTHUSI CTPECCOBOU
HMMMYHOJCIIPECCHU CBUICTENILCTBYET O TOM, UTO B 3Ha-
YUTENBLHON CTENIEHN OHA OOYCJIOBJICHA HapyIICHUSIMH
HEHPOMMMYHHBIX B3aUMOJCHCTBUI KaKk Ha YpOBHE
HEHPOHOB ONpEeNIeHHBIX CTPYKTYp MO3ra, TaKk U Ha
YPOBHE UIMMYHOKOMIIETEHTHBIX KJIETOK [16].
[IpenoTBpaieHre/yMEeHbIICHUE  YPE3MEPHOCTH
CTpECC-peakKuny, T.C., 10 CYTH, CHH)KCHHE BO3MOXK-
HOCTH ee TpaHC(OpMAaLMM B 3BEHO MaroreHesa 3a-
OosieBaHMH OTPaHUYMBACT KOMILUICKC MEXaHHU3MOB,
0003HauaeMbIX KaK CTPECC-TMMUTHPYIOIIAsl CHCTEMA
[9]. Ha ueHTpaibHOM ypOBHE 3TH MEXaHU3MBbI MPEJ-
CTaBJIEHBI TOPMO3HBIMHU Mequaropamu: TAMK, cy6-
cranuuei P, menTunom aenbra CHa, CEPOTOHHUHOM,
ONMOUIHBIMU TENTHIAMH, YMEHBIIAIOMINMHU AKTHB-
HocTh [TAKC u CAC. K 371011 %e rpyrmmne OTHOCHUT-
Csl U MEJIATOHMH, 00EeCIeUMBAIOIINN aHTHCTPECCOP-
HYIO 3aIIUTy Mo3ra [17], TMMUTUPYS BBIPA)KEHHOCTh
IIOJI [18] u crumynupys TAMK-eprudeckue mpo-
LECChl B TUMOMUYECKUX CTPYKTypax U HEOKOPTEKCE.
[lepudepuueckne 3BEHbS CTpECC-IMMHUTUPYIOMICH
CHCTEMBI IPEJCTAaBICHbl MeTa0OIUTaMH, OrpaHU-
YMBAIOLUIMMHU JIOKaNbHbIE 3¢ ¢eKTsl cTpecca. Takoe
OTpaHUUYCHHE AOCTHTacTCs CHMKCHUEM MPOAYKLHH
KaTeXx0JaMHUHOB HAJIOYCUYHUKaMHU (OIMOUIHbIC TeTl-
THU/IbI), YMEHbILICHHEM BbIcBOOOKAeHUSI HA u3 cum-
MaTU4YEeCKUX TePMUHAJICH, a TaKke ocIablIeHNneM ero
NeHCTBHUS B opraHax-MuIeHsX (mpocrtarmananH E2,
azieHo3uH) [0, 9, 19]. BaxxasiM MexaHn3MOM niepude-
PHUECKOH cTpecc-yCTOHUMBOCTH CIYXUT (PEeHOMEH
JIECCHCUTHU3ALUN aJPEHEPTUYECKUX PELENTOPOB B
(opMe yMEHBIIECHHUsS] MX IUIOTHOCTH Ha KJIETOYHOM
MeMOpaHe myTeM pa3oOIIeHus] PEeenTopoB, X HH-
TEpHATU3AINH WK TTOHMKaromien (daun) perymsimun
[20]. Cpenn BHYTPHKIETOYHBIX (DAKTOPOB MPOTEK-
LUH LIEHTPATbHOE MECTO 3aHUMAIOT OEJIKH TEIUIOBOTO
moka (BTLH) — cTpecc-unayIIpyeMble IanepoHbl ¢
Mw 60, 70 u 90 x[la. VX 3amuTHAas poJib 3aKIH04aeT-
Csl B IIPEIOTBPALICHUN 00pa30BaHMs «HE3aKOHHBIX»
CBSI3CH MEXIy PEaKLHOHHOCIOCOOHBIMHU pajuKasia-
MU Ha MOBEPXHOCTH HENTHIOB, MPEMATCTBUN JCHA-

Typauuu ¥ BOCCTAHOBJICHHM TPETUYHOM CTPYKTYPBI
YaCTHYHO TOBPEKICHHBIX OenkoB [21], ymanenun
JICHaTypUPOBAHHBIX OEJIKOB € MOMOLIbIO ayToda-
ruu [22, 23], a Takke B OrpaHUYCHUU MEXaHU3MOB
aroNTOTHYECKON THOenn KieTok [24]. YBenmndeHue
nponaykuuu BTII cuHXpOHU3HPOBAHO C aKTUBAIUEH
AHTHOKCUAAHTHOIO PECITOHCUBHOTO deMeHTa — ARE
(antioxidant responsive element). Hapsiay ¢ gpaxropa-
mu tpanckpurnuu Nf-kB, AP-1, p53, ARE orHocut-
Csl K YHCIYy PEIOKC-4yBCTBUTENBHBIX 3JIEMEHTOB, HO
B OTJIMYME OT MOCJICIHNUX, OTBEYAIOIINX HA BHEIIHUE
CHUTHAJIBl, YYaCTBYET B MOLACP)KAaHIUH BHYTPUKIICTOY-
HOT'O TOMEOCTa3a MpH aroNTO3NHAYLIUPYIOMINX, KaH-
LEPOTCHHBIX U CTPECCOPHBIX BO3AECUCTBUSIX [25, 26].
Pernonst ARE BBISIBICHBI B TPOMOTOPHBIX y4aCTKaX
MHOTHX T'€HOB, ITPOIYKTHI KOTOPHIX BBIOJIHSIOT HIIH
HETIOCPEACTBCHHO 3aIIMTHYIO POJib (TEeMOKCHUIEHa-
3a, THOPEIOKCHH, DIIyTaTHOH-peIyKTasa), MJIH BOC-
MOJHSAIOT YPOBEHb PACXOLYEMBIX HHTEPMEIUATOB
(UMCTHH-TITyTaMaT-TPaHCIIOPTHASL ~ CHCTEMa), WJIH
o0ecreunBaoT penapaTuBHYI0 (YHKIUIO BaKHEH-
HIMX MaKpOMOJICKYNl B KJIETKE B CHUTyalusiX C Ha-
PYLIGHHEM KJIETOUYHOTO peaokc-Oananca. VIMeHHO
no3TomMy koHTponupyemast ARE akTuBHOCTB peryiu-
PYIOIIMX T'€HOB paccMaTpuUBacTCs Kak YHUBEpPCaJlb-
Hasl CHCTeMa KJICTOYHOH 3aIluThl. AHAIN3 (aKTopoB
CTpEeCC-TUMUTHPYIOLICH CHCTEMbI MO3BOIMI ChOp-
MYJINPOBATh KOHLENLHUIO (JEeHOMEHa aJanTalMoOHHON
crabmwmmzanuu cTpykryp (PACC), coracHo KoTo-
poll MOOMIM3alMsA M YBEJIMYEHHE MOIIHOCTH 3THX
(hakTOpPOB IpU HOBTOPHBIX YMEPEHHBIX CTPECCOp-
HBIX BO3ACHCTBUAX CIIOCOOHBI OOECHEYUTDH 3aLIUTY
KJICTOYHBIX CTPYKTYpP B YCJIOBHSIX MOBPEXKIAIOIIETO
JEHCTBUS BBIpAXXEHHOIO cTpecca [27], To ecTb, Mo
CYTH, ONpEIeJIeH MEXaHU3M aJalTaluu K CTpeccy,
KOTODPBIM B CHJIy CBOEH YHHUBEPCAJIBHOCTH JacT 3a-
HIUTHBIN AP DEKT.

OueBHIHO, YTO 3BOMIOLMOHHO-ACTEPMUHUPOBAHHAS
poib cTpecca, Kak Hecrenu(pHUIecKoro 3BeHa (heHo-
TUIHMYECKOHN a/lanTaliy, He MOXKET OBbITh MOJIHOLCH-
HO peaji30BaHa B MPEHATAIbLHOM IIEPHOJIEC B CBSI3H C
HE3PEeI0CThI0 MOP(POPYHKIHMOHATBHBIX CUCTEM ILIO-
Ja ¥, B MEPBYIO Ooyepeslb, CUCTEM HEHPOIHIAOKPHH-
HOH perymsauuu. B ¢Bs3u ¢ 3TUM coneprkaHue MOHS-
THSl «CTpPEecc» MPUMEHHUTENBHO K OpPraHu3My Iulofa
CMEIIAaeTcsl B MIOCKOCTh €ro M3HAYaJbHOTO «(HU3H-
YECKOro» COACpKaHMs Kak JaBJICHUS HA OPraHu3M.
Takoe naBIeHHE MOXET OKAa3bIBATHCS PA3TMYHBIMU
cTpeccopHbIME (pakTopamu (puc. 1) U HEraTUBHO OT-
pakaThCsl Ha pa3BUTHHU IUIOAA — OT MpepbIBaHUs Oe-
PEMEHHOCTH JI0 TIOPOKOB Pa3BUTHS.

Haubonee pacnpoctpaneHHbIME (popmMaMy Tako-
IO cTpecca SBIAIOTCS TUIIOKCHS U101 — YTO, B CBOIO
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Mnokcua:

HapyLleHue PasBuTus,
BPOXAEHHble NOPOKMU
passutms,
OC/NI0XKHEHMUA
6epemeHHOCTH

Cso60oaHble paguKanbi:
3BYPIN

M36bITOYHDIbINM anonTo3
(rmbenb KneTok,
opraHHoe
nospexaeHue u
BPOXAEHHbIe NOPOKKU
pa3eutua (NoAUKNCTO3
nouex)

ToKcuyeckuii ctpecc
Mpuem matepblo ankorons,
HUKOTUHA, NIEKAPCTBEHHbIX CPeACTB
BpoxAaeHHble NOPOKKU pa3BUTUA

Mnopa, crpecc

(AaBneHune Ha

[OnNCcropmoHanbHbIA, HYTPUTUBHbDIN
cTpecc:

3BYP, lmnotpodua nnopa
HepoHoweHHOCTb

CHuKeHue ypoBHA T, T,
ComaToTponHas HeAJ0CTaTOYHOCTb
CO matepu

UHdekumnoHHOoe Bo3aecTBme
BHyTpuyTpo6Haa nHdeKuma

LIMTOKMHOBasA 3KCNaHcuA
FfopMOHanbHbI U UMMYHHDbI
aucbanaHc

SHAOKPUHHDbIE HApPYLUEHUA:
Aedunuut T;, T,= HapylwieHune
passutne LHC (kpeTnHusm)

CA y matepu—=> runotpodusa nnoga

PucyHok 1. MpeHaTanbHble cTpeccopHble pakTopbl [12].
Figure 1. Prenatal stress factors [12].

o4epenib, IPUBOIUT K HEKOHTPOIUPYEMOMY OKHCIIH-
TEJIHHOMY CTPECCY Ha KIETOYHOM U TKAHEBOM YPOB-
HE C pa3BUTHEM OCJOXHEHWH OEepeMEeHHOCTH, CHH-
JpoMa 3a/Iep’KKH BHYTPUYTPOOHOTO pa3BUTHS TLIONA
(3BYPII) — croiikux M3MEHEHU! W MATOJOTHYCCKUX
COCTOSIHWI, CBSI3aHHBIX C OTCTaBaHHWEM pa3MepoB
IJI0/1a OT TIPENIoaraeMbIX IS JAHHOTO CpOKa re-
CTaIMH ¥ MaccChl IO TIPH POXKICHUH HIDKE JIECATO-
TO TIEPUEHTHJIS 7Sl TaHHOTO CpoKa OEpeMEeHHOCTH.

Oco060ro BHUMaHUS 3aCTYKUBAIOT CTPECCOTCHHBIC
peakuuu Bo Bpemsi OepemeHHOCTH. M3BecTHO, 4TO
OepeMEHHOCTh caMa TI0 ce0e SABIACTCS CTPECCOM IS
OpraHn3Ma JKeHIIMHBI, a COCTOSHUE TUIO/Ia BO BpEMS
BHYTPHUYTPOOHOTO pa3BUTH (OT MOMEHTA 3a9aTHs 10
POXJIEHHS1) 3aBUCUT OT COCTOSIHHS 30POBbS MaTepu
Y YpOBHS Pa3BUTHS TO3UTHUBHBIX WJIM HETaTHBHBIX
AMOIMH OyayIieit MaTepu BO BpeMsi OEpEeMEHHOCTH.
YcraHoBIIEHA PONb TICHXOCONMAIBHBIX CTPECCOPOB,
KaK TICHXOCOMAaTHYECKOW peaklnu, oOecreynBae-
MOH HEHPOIHIOKPUHHOHN peTryisaiueii (KOTHUTHBHAS
WHTEPIIpeTanus Ha ypOBHE KOPHI TOJIOBHOTO MO3Ta U
JUMOUYIECKOW CHUCTEMBI (OMOITMOHANIbHAS WHTETpa-
1us). JlokazaHo 3HaYEHNE TICUXOJIOTHYECKOTO CTPeC-
ca OepeMEHHBIX Ha MPOTPAMMHPOBAHWE IHIIEBOTO
MTOBEICHUSI.

IIpu 3ToM Ha (poHE BEIOpOCA KAaTEXOIAMHUHOB OT-
MeJaeTcsl crasM Iepu(epudecKnx COCyloB, B TOM
YHclie W TUIAIIEHTapHBIX, YTO MPHUBOIUT K CHIHXKE-
HUIO KpOBOOOpAIIeHUsI B MaTke M, COOTBETCTBEHHO,
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K HEJOCTaTOYHOMY MOCTYIUIEHUIO KHCIOpOAa W IH-
TaTeNbHBIX BEIIECTB K IIoqy. PopMupyeTcs CBsI3Ka
«KarexoJaMHUHBI-Tono1». [loBTOpeHue cTpeccoBbIX
CUTyallMil 3akperuisier 3Ty cBsA3b. DopMmupyrorcs
NPEANOCHUIKH ISl YCUJIIGHHOTO TOTPEOICHUS TTHIIH
[P BEIOpPOCE KaTEX0JIAMHHOB, TIOCKOJIBKY 3aKpETUIeH
pedrexc «karexomamMuHbBI-TONOM». Kpome Toro, Ha
(oHe BBIOpOCA KaTEXOJNAMHHOB MapajuleNbHO pas-
BHBAETCS CIIa3M MHOMETPHS, YTO COPOBOXKIAETCS, C
OJTHOW CTOPOHBI, TUIIEPTOHYCOM MaTKH, a ¢ JPyTrou —
HapyUICHUEM ILIallEeHTaAPHOTO KPOBOOOpAILIEHHS, YTO
B CBOIO ouepe/b, GOPMHUPYET CBA3b «CTPECC—TONOM.
Bornee Toro, BeieacTBHE €IMHOM CHCTEMBI KPOBOOOpa-
HICHUS] «MaTb—IJIaleHTa—TUIoON» MCUXO3MOIMOHAIb-
HBI (DOH MarepH, ee OTHOUIEHHE K OepeMEeHHOCTH,
Oynymemy peOeHKy OynyT mnepenaBaThesi IUIOAY 3a
CUET TOCTYIUICHUSI «KOKTEHIJISI MEIHaToOpOB» C Kpo-
BbIO [28].

B ocnHoBe BHyTpHyTpOOHOr0 MpOrpaMMHPOBAHUS
9HEPTreTHYECKOTO OajlaHca JieKaT STMHUICHETHYECKHUE
MexaHu3Mbl. B 1990-x romax chopmynupoBaiu Teo-
puro GeTanbHOro NPOrpaMMHPOBAHHS, CYTh KOTOPOH
3aKJII0YaeTcs B TOM, UTO MPH BO3IEHCTBUH BO BpeMs
OepeMeHHOCTH HeOIaronpusTHBIX (HakTOpOB Mpo-
UCXOAWUT pa3BUTHE OTBETHBIX PEaKlUil B OpraHusMe
Marepu M mioaa (aAanTHBHBINA OTBeT). B mponecce
peanu3alyy JaHHBIX peakUui y MIoAa MPOUCXOTUT
U3MEHEHHUE SKCIPECCHH T'€HOB M aKTUBHOCTH (ak-
TOPOB TPAHCKPHIIIUH, YTO HPUBOAMT K TIEPENpO-
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rpaMMHPOBaHMIO METa0OIN3Ma B OpraHax M TKaHIX
IU10/1a; IPOMCXOAST ONpE/EICHHbIC CABUTH B Pado-
T€ 3HJOKPHUHHOM CHCTEMBbI, HApyLIAIOTCs MPOLECCHI
CHHTE3a, CEKPELHUH, PELENLud FOPMOHOB U OHOJIO-
TMYECKH aKTHBHBIX BEILECTB, B TOM YHUCIIE POCTO-
BbIX (hakTOpoB. B ncxozne 3THX MpUCIIOCOOUTENBHBIX
peakuuii B OpraHu3Me IUIoAa MPOMCXOOUT Iepepac-
npeAeseHne KHUCIOpoda M NHUTATEeIbHBIX BELICCTB
B MOJIb3Y JKM3HEHHO BaKHBIX OPraHOB — CepAala M
MO3ra JUIsl BBDKUBAHUSI OPraHu3Ma, YTO MPHUBOIUT K
HapyLIEHUIO Pa3BUTHS JPYTUX OPraHOB, KOTOPBIC HE
MMEIOT TaKOW POJI B aJaNTaliy Majbliia K Hebaro-
MPHUSTHBIM (pakTopaM cpessl [29]. Ananramus miona
MIPOMCXOJUT HECKOJIBKUMH Y TSIMU, U IEPBBIM U3 HUX
SBJSICTCS TKAHEBOE PEMOJICNMPOBAHUE, T.€. U3MEHS-
IOTCSI CKOPOCTh MpOsIU(Eepaiii, KOJTUUECTBO KIETOK
B opraHe W kiertouHas auddepenmuposka [30, 31].
OTOT MEXaHU3M IOATBEPIKAACTCS] HKCIIEPUMEHTAIIb-
HBIMHU JaHHBIMHU. JlOKa3aHO, YTO y TIOTOMCTBA KPBIC,
KOTOpbIE POIWINCH OT MaTepei, HMCIBITHIBABIINX
nedunut Oenka BO Bpems OEpeMEHHOCTH (HU3KO-
OenkoBas AMeTa, KaKk HeOIarompusITHBIN (akTop BO3-
NeUCTBUS), KOJIMYECTBO HE(PPOHOB M Macca MOYEK
cHKeHbl. OTMEUEHO, YTO MPOLECC aloNTo3a B HUX
yckopeH [30]. Mano6enkoBasi 1ueTa BO BpeMst oepe-
MEHHOCTH OKa3bIBaeT aHAJOIMYHbIN 3(h(eKT Ha Ki1eT-
KU TIOKEITYIOYHOM JKeie3bl U MeYeHH. Y TTOTOMCTBA
KPBIC, HAXOAALIMXCS Ha AUETE ¢ OrPAaHMYEHHBIM CO-
Jep>kaHueM OeJika, BBISIBICHBI M3MEHEHH MOp(oJI0-
TMYECKOM CTPYKTYPbI OKETYJOUHOM KeJe3bl, KOTO-
pbl€ MPOSIBIISIOTCS B BUAE YMEHBIICHUS KOJINYECTBA
U CHIDKEHHUS nponudepannu B-KIeToK, YCHIICHUS UX
aronTo3a, CHWKEHUS COIEPXKaHMs MHCYIMHA U Ha-
PYLICHUS] KPOBOCHAOXKEHUS, B IICUCHH YMCHBIIACTCS
YHCII0 MEYEHOYHBIX JI0JIEK, IPOUCXOAUT YCHUIICHHBIH
[JIFOKOHEOTeHEe3, M30BITOYHOE BBIJCICHHUE MKUPHBIX
KHCJIOT M3 AAMIIOLUTOB, MOBBIMIACTCS COJACpPKAHUE
JIMIIOTPOTEMHOB HU3KOM IJIOTHOCTU B Iuiazme [29,
30]. Jloxa3aHo, 4TO IIpy HU3KOOEIKOBOH AHETe, 0CO-
6enno mocne 30-i1 Hemenw OEPEeMEHHOCTH, MPOUC-
XOIOWUT HapylieHrne GOpMHUPOBAHHUS IMyJa CTBOJIOBBIX
KJIETOK CKEJIETHOW MYyCKyiaaTypbl. M30bITOUHOE Ha-
KOIUICHHUE JKUPOBOM TKaHU NPUBOAMT K HHCYJIHMHOpE-
3UCTEHTHOCTH, MBILLICYHbIE KJICTKH, HCIBITHIBAIOIIUE
NeQULUT MUTATEIBbHBIX BEIIECTB BHYTPUYTPOOHO,
TOKE CTAHOBSITCS PE3UCTEHTHBIMHU K MHCYIHHY, YTO
MOXET IPUBECTU B OyyleM K pa3BUTUIO METa0OIIN-
yeckoro cuniapoma [29, 30].

BropsiM MexaHM3MOM aAanTHBHOIO OTBETa SB-
nsieTcss M3MEHeHHe (YHKIUM HEpBHOW, SHIOKPHH-
HOM, ModeBol 1 pyrux cucteMm [30]. [Ipu nedurmre
HYTPHEHTOB BO BpeMsl OEPEMEHHOCTH, a TaKKe MpH
JPYTHX CTPECCOBBIX CHUTYalUsX B OpraHM3Me Mare-

PH IIPOMCXOIUT BBIOPOC MIIOKOKOPTUKOCTEPOUI0B. B
HopMme 11B-ruapoxcucrepoumnern nporenaza (11B-
I'CHl) npeBpamaeT MIIOKOKOPTUKOCTEPOUAbI B HEaK-
TUBHBIC |1-KeTONPOM3BOIAHBIC, YTO 3AIIUIIACT IUIOA
OT n30BITKA TIIIOKOKOPTUKOUIOB. [Ipn nedunure nu-
TaHMsI MaTePH IPOUCXOANUT YMEHBILICHUE aKTUBHOCTH
JaHHOTO (pepMEHTA, YTO MPUBOAUT K yCHIICHHOMY BO3-
JCHCTBUIO MAaTEPHUHCKUX ITIOKOKOPTHKOCTEPOHUIOB
Ha 110/. M30BITOK TIIIOKOKOPTUKOCTEPOUIOB ITPHUBO-
JUT K YMEHBIICHUIO MPOIU(EpPaTUBHON aKTUBHOCTH
KJIETOK OpPraHOB IUJIOZA, Pa3BUBAETCS IUCQHYHKLHS
SHJIOTENIUSI COCYZIOB, YTO MOXKET MPUBECTH K pa3BU-
THIO BacKyISIpHBIX 3a0oneBanuid [30]. Tpertnii mexa-
HHU3M peanu3alii aJlalTHBHOIO OTBETA — U3MEHEHHE
HKCIIPECCUU TE€HOB, KOTOPBIH MPOSBISIETCS HECKOIIb-
KAMH BapuaHTamHd. IlepBblii U3 HUX — TPaH3UTOPHO
M3MEHSIOLIAsICS SKCIPECCHsI TEHOB BCIIEICTBHE HAPY-
HICHUS] aKTUBHOCTH TPAHCKPHUIILIMOHHBIX (DaKTOPOB,
POMOTOPOB U CYIPECCOPOB TeHOB. BTOpoii BapuaHT
3aKJII0YAeTCs B TOM, YTO HEOIaronpusITHbIC (haKTOPHI
BBI3BIBAIOT YCTOWYMBBIC M3MEHEHUS IKCIIPECCUU Te-
HOB mocpencTtBoM metunupoBanus yuyactkos JIHK,
T.e. snureHetnyeckor Monudukanuu [30]. JlaHHbINH
MEXaHMU3M SIBISICTCSl YHUBEPCAJIbHBIM JUIS peau-
3alUU MPOrpaMMbl BHYTPHYTPOOHOTO MpOrpamMMu-
poBanud. Ilpu 3TOM M3MEHEHHE KCIPECCHUH I'CHOB
MOCPEJICTBOM AIHUICHETHYECKUX NPeoOpa30oBaHUi
MOKET OBbITh KaK IEPBONPUYUHON, TaK U CJICACTBU-
€M MEXaHM3MOB (PEeTaJbHOrO NPOTrPAMMHUPOBAHMUSL.
[IporpaMMupoBaHue HHUILIEBOIO TOBEICHHUS MOMKET
NPOMCXOANTh BHYTpUYTpoOHO. Tak, mpu ObICTpOi
npubaBKe Macchl TeJa y ACTEl, pOXKICHHBIX C HU3KOH
Maccol, B JaJbHEMIIEM BBIABISAETCS MOBBIIIEHHBIN
YPOBEHbB JICHTHHA BHE 3aBUCHUMOCTH OT 00beMa K-
poBoii Tkanu [30].

JlokazaHo, 4TO JeTH, POAMBILHUECS C MaJlol Mac-
COH Teyla BCJEACTBUE HU3KOKATIOPUHHOTO MHUTAHUS
Marepu BO BpeMsi OEpEMEHHOCTH, MOCIE POXKICHUS
CKJIOHHBI K THIIep(aruu u ObICTPOI MpuOaBKe Mac-
Cbl Tena. OTO 00YyCJIOBIEHO TEM, YTO OpPEKCUTeHHas
cHCTeMa 3aKJIaJbIBacTCsl HA PAaHHUX 3Taax BHYTPHY-
TPOOHOrO HepHoAa, a B YCIOBUSX HEIOCTaTOUYHOTO
NUTaHus B OynyieM runepdyHKIHOHUPYET, YTO IPH-
BOJIMT K ITOBBILICHHOMY alIIeTUTy Y MaJbliia Ha GpoHe
HU3KOM 4yBCTBUTEIBLHOCTH K JenTuny [28, 31].

[Ipeanonaraercs, 4TO HOPMaJbHBI OKCHIATHB-
HBIH cTpecc paboTaeT Kak SMUreHeTHIeCcKuil pakrop,
CIOCOOCTBYIOIIMN  KieTouHoW auddepeHnmanum
[28]. ITo mepe pocTa moja NOTOKU KUCIOPOa U MU-
TaTeJIbHBIX BELIECTB OT MaTepH Yepes IIIALCHTY yBe-
nnumuBaroTcsi. Kpome Toro, rumokcus conpoBoOXaacT-
Csl YBEIMYCHUEM PHUCKa (POPMHPOBaHUS MaTONOTHH
Mo3ra, cepiaua, Me4eHd M modek. Takum obpaszom,
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BHYTPHYTPOOHAasI THIIOKCHSI YePe3 MEXaHU3M IIepHHa-
TaJbHOTO MPOrPaMMHUPOBAHUS CBSI3aHA C Pa3BUTHEM
B IOCJIEAYIOIIEH KU3HNA MYJABTHOPTaHHOM MaTOJIOTUH
[32].

PoJib 3HAOKPHHHOM MATOJI0TUM MaTePHU B ATO-
reHe3e HapylleHUil BHYyTPUYTPOOHOIO M IOCTHA-
TaJbHOIO PA3BUTHS JieTel

Jloka3zaHo, YTO OOJBLIMHCTBO SHAOKPHUHHBIX H
JPYTHX COMAaTHYECKUX 00JIe3HEH B3POCIBIX CBSI3aHbI
C HapyLICHNUEM UTaHUs B IETCKOM BO3pacTe (HyTpH-
TUBHBII CTPECC C Pa3BUTHEM META00INYECKHUX U TOp-
MOHAJIbHBIX 3200JIeBaHUM, CEPACUHO-COCYAUCTHIX 3a-
OoneBaHul (TUTIEpPTOHUYECKAst OOJIE3HB), ATOIIOTHH
KOCTHO-MBIIIEYHOH cucTteMbl (ocTeonopo3), [IITHC co
CHMKCHUEM KOTHUTHUBHBIX (DYHKIIHH.

Konnenus DOHaD u siBneHus nepuHaTagibHOTO
WMIPUHTHUHTA/TPOTrPaMMHUPOBAHUSL:

[lo manueiM J.P. Barker, cTpecc HenmocrarouHoro
MUTAHUS B [IPEHATAJIbHOM HEPHOAE, MPOSBIISIONINI-
csl B MCHbLIEM Bece peOCHKa NPU POXKICHHUHU, yBe-
JMYUBACT PUCK PsAla XPOHUYECKUX 3a00J€BaHUH BO
B3pPOCIIOM COCTOSIHUH.

YcTaHOBIIEHO, YTO JIMIIA C MaJod Maccod Tela
(MT) nipu poXI€HUU WIIH MaJIOi Maccoil B BO3pacTe
1 rona (kotopas koppenupoBana ¢ MT nipu poskaeHnn)
ObUIM CTaTUCTUYECKH 3HAYMMO MIPEIPACIOIOKEHBI K
pa3BUTHIO MeTaboIu4IecKoro cuHapoMa [33].

Caa3b Mexay HU3KoM MT npu poxkaeHnn 1 Hapy-
LICHUEM YTJIEBOIHOIO 0OMEHa MPOJEeMOHCTPUPOBaHA
B pszie MccaenoBaHui y B3pocibix B Epomne, CIITA
n ABctpanuu. PacipocTpaHeHHOCTb caXxapHOTO Ana-
Oera 2-ro tuna (C2) n HapyIIeHUs] TOJIEPAHTHOCTH
k rmoko3e (HTT') 3HaumTensHO pasznuuanach y Tex,
KTO0 0BT poxnaeH ¢ Huzkor MT <2,54 kr (40%) u
TeX, KTo umeln oonbiryro MT npu poxaennn — >4,31
Kr (14%). Hapymenust merabonnu3Ma IJIFOKO3bI BbI-
SIBISUIACH Y AETeH, poKACHHBIX ¢ HU3KoM MT, yxe
B LIKOJBHOM Bo3pacTte. Tak, y 7-IeTHUX AeTel ¢ 3a-
JIep>KKOW BHYTpHYTpoOHOTO pa3sutus miona (3BYP)
B XoJie TroKo30-tonepanTHoro tecta (I'TT) na 30-i
MUHYTE OB OTMEUEH OoJiee BBICOKUN YPOBEHb IITIO-
KO3bI 10 CPABHEHUIO C ICTbMHU KOHTPOJIBHOM IPYIIIIbI.
Ocobenno Bbicokuit puck passutust CI2 u HTT 3a-
(uKcUpoBaH y Tex, KTo umen Hu3kyo MT npu pox-
JICHUU U O)KMPEHHUE B 3pEJIOM BO3pacTe.

BrusiBnena nocroBepHas CBA3b pacpOCTPaHEHHO-
cti C/12 u HTT ¢ MT npu poxxaeHun y AeTei, pox-
neHabIx ¢ MT (<2,54 kr): a) —40 % u TemMu, KTO UMell
MT npu poxxnenun — (>4,31 xr) 6) —14 %, BeISIBICHBI
JOCTOBEpHBIe paznuuus yactotel CJ2 y nereil nan-
HBIX TPYIII.

[Ipu oOcnenoBaHMK OTHOSHLEBBIX OJIM3HELIOB
ycranosieHo, uro CII2 npeobnagan B mapax ¢ HU3-
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kot MT mipu poxxniennn. HapytreHust TumumaHOTO 00-
MEHA, COIPSKEHHBIE C aTEPOreHHBIM PUCKOM, TAKKe
yaie BBIABISUTUCH Y T€X B3POCIbIX, KOTOPbIE UMEIH
Hu3Kyo MT npu poxneHun.

[Ipu BHYTpHYTPOOHOM HENOCTAaTKE MHUTAHUS Y
peOeHKa pa3BUBaeTCsl Nepudepuueckasi pe3nCTeHT-
HOCTB K HHCYJIMHY, I03BOJISIFOLLAs! TIepepacipeesuTh
MHUTaTeNIbHbBIC BEIIECTRA, TIIIOKO3Y B MOJIb3Y FOJIOBHO-
r'o MO3ra.

Hetn, poguBumecs ¢ 3BYP, B npenyOeprarHoM
MEepUOE IEMOHCTPUPYIOT O0Iee BEICOKYIO OTBETHYIO
PEaKLUrIo MHCYIIMHA, YeM JIETH C HOpMaJIbHOM Maccoi
TeJa PH POXKICHUH.

OHJIOKpUHHBIE HM3MEHEHUS, WHAYLUPOBaHHBIE
BHYTPUYTPOOHOH  HEJOCTATOYHOCTHIO  IHUTAHUS,
NPEAOTPENEIISIOT OTBICUCHHE OTPAHUYEHHOIO 3a-
naca MUTATeNIbHBIX BEIIECTB AJIS MONICP)KAHHS BbI-
JKUBAHUSL M PA3BUTHUS JKU3HEHHO BaXKHBIX OPraHoOB,
TaKMX Kak MO3I, B ymiep0d pocty. Jloka3aHa TecHas
B3auMOCBs3b Mex 1y 3BYP u panaum Hauanom ¢op-
MHUPOBaHUS PE3UCTCHTHOCTU K MHCYJIMHY, Mpeapac-
nonoxkeHHocTd K CJI 1 tuna, AT, runepnununeMuu u
CEPACYHO-COCYANCTHIM 3a00JI€BaHUSIM B3POCIbIX.

Hdetn ¢ 3BYP umeror Gosee BBICOKHMH PHUCK 3a-
OorneBaHMi U B 3pernoM Bo3pacte. KommneHcaTopHbIi
YCKOPEHHBINM POCT CBSI3aH C YBEJINYECHUEM JI0JIM BHC-
LepabHON >KMPOBOM TKAHH B TEUCHUE MEPBBIX 5 JIET,
YTO BIIOCJIEACTBUU NMPAKTUYECKU HEN30EKHO COMpPO-
BOXaeTcs GOPMUPOBAHNEM HHCYIMHOPE3UCTEHTHO-
ctu (UP) [33].

Y HEJOHOLIEHHBIX JETeH HEIOCTATOUYHO KIIETOK
JUIsl TIOCTHATAJIbHOM PeIUIMKAIMK MBIIIEYHOH TKaHHU,
JOTOHSIIOLIMH POCT CTUMYJIMPYET 00pa3oBaHHE N30bI-
TOYHOTO KOJINUECTBA KUPOBOH TKAaHH, 00y CIOBINBACT
XapakTep ero pacnpeneneHus — 6onee HeHTPaIbHbIN
U IPOrpaMMHUpyeT 0oJjiee HU3KYIO MBIIICYHYIO Mac-
Cy Teja B paHHEM JCTCTBE M 3pPEJIOM BO3PACTE, UTO
NPEACTABIISET MOBBIICHHBIH PUCK HHCYIMHOPE3U-
CTCHTHOCTH M METa0OJIMYECKUX HApYLICHUH Yy 3THX
CyOBEKTOB.

HyrpuTuBHBIi cTpece

JlokasaHbpl pojb COMAaTHYECKOTO 310pOBbs Oepe-
MEHHBIX U HAJIMYUE Y HUX METaOOINYECKUX Hapylle-
HUI B Pa3BUTUM >HAOKPUHONATHH y peOeHka: y Oe-
PEMEHHBIX JKCHIIMH C 0’KUPEHHEM OTMedaeTcst bornee
BBICOKUI ypOBEHb NPOBOCIAIUTENBHBIX IUTOKUHOB,
MHCYJIMHA ¥ JIMITHJIOB IO CPAaBHEHHUIO C OEpEeMEHHBIMU
0e3 130BITOUHOM Macchl Tena. B oTBeT Ha n30bITOUHOE
noTpeOICHNE KUPOB C MUILEH 0TMeYaeTcsl OCTIIPaH-
IuanbHoe moBblieHne ypoBHs LK, 4uro Takxke yxyn-
I1aeT UMEIOIIUICS TPOBOCHAINTENbHBIN CTaTyC.

Hannune XpoHHMYeckoro BOCHaJeHUs IOCpEN-
CTBOM CTHMYJISLIMH AIllONTO3a P-KIJIETOK MOMKETy10Y-
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HOM JKelle3bl MPUBOJUT K YMEHBIICHHIO WX MAaCCHhI,
YTO TPUBOIUT K CHMKCHHUIO YPOBHS CEKPEIUW WH-
cynuHa. OXXKUpEeHUEe aCCOUUMUPOBAHO C POCTOM UHUCIa
KaK aJUTOIUTOB, TaK U TPOBOCIAIUTEIbHBIX MaKpO-
(haroB aIMTIONIUTOB.

OxupeHre HUHAYLHUPYET XPOHMUYECKUH BOCMHa-
JUTENBHBIA TIpOIlecC, HaOMIOMAr0TCsl paccTpoiicTBa
CEKPETOPHON aKTHUBHOCTH JKUPOBOW TKAaHH, IPOSB-
JIAoUIMecs MOBbIIEHHBIM ypoBHeM MJI-6 1 ®HO-a
MIPH CHWYKCHHOM YPOBHE aJMITOHEKTHHA, YTO TaKXKe
MOXET CIIOCOOCTBOBATH PA3BUTHIO DHJIOTEIHAITLHON
TUCHYHKIINU, MPOBOCHIAIUTEIBHOTO CTaTyca, MHCY-
JINHOPE3UCTEHTHOCTH U aTepockiieposa [32].

Hetu ¢ 3BYP nemMoHCTpHpYIOT NEpecTporKy 3H-
JOKPUHHOW CHCTEMBI, UMesl TPU POXKIICHUN HU3KHE
KOHIIeHTpauuu uHcynuHa, IGF1 u BblcOKHE KOHLEH-
Tpamuu ropMoHa pocta. Hopmanmsamnms 3Tux mapa-
METPOB TPOUCXOIUT BO BpEeMs MEPBBIX 3 MeC IMOCIe
poxieHus. TkKaHW, WCHBITHIBAIOIINE XPOHHUYECKOE
ucromenne wuHceyanHa u IGF1 Bo BHyTpuyTpoO-
HOW JKW3HHW, BHE3AITHO IOJBEPTalOTCs YBEITUYCHUIO
KOHIICHTPAIIUX ITHX JIByX TOPMOHOB BCKOpE ITOCIIE
POXJICHUs1, HAUMHAIOT TPOTHBOICHCTBOBATh UX 100~
BOYHOMY WHCYIHUHOIIOJOOHOMY JCHCTBHIO, pa3BUBast
PE3UCTEHTHOCTh K WHCYIWHY KaK MeTa0OoIHueCKHUi
MEXaHU3M 3alllUThl OpPTaHW3Ma OT THUIOTTTMKEMHH.
Pemarommum BpeMeHeM IS pa3BUTHSI OTCPOYCHHBIX
MOCJICAICTBHIA SBISIETCS PAHHUHN TOCTHATAIBHBIN TIe-
PHO, BO BpeMsl KOTOPOTO JIOTOHSFOIIUN POCT UMEIOT
oxoito 80% neteii ¢ 3BYP.

B mnactosmee Bpemsi ocoboe 3HaueHHUE WMeEET
npoOiieMa COYETaHHOW SHIOKPHUHHOW W MOYEYHOU
MaTOJIOTUU y JIETEH, YTO OIpeNesieTCs BBICOKOU
3200JIeBa€MOCThIO U PACTIPOCTPAHEHHOCTHIO ITOU
MIPUOPUTETHOW TATOJIOTHHU JIETCKOTO BO3pacTa, Jie-
O0I0OTOM B paHHEM BO3pacTe, BBICOKOW YacTOTOH
OCJIOKHEHMM, paHHEW HHBaIUAU3ALMEH, COKpalle-
HHUEM MPOJOJIKUTEIbHOCTH KU3HU NAlUEHTOB [34,
35]. YacTora XpOHUYECKON MATOJOTHM HAOKPHUH-
HOU CHUCTEMBI CpeN AeTei BCeX BO3PACTHBIX TPYIII
3a MocCJenHee ACCATUIICTUE yBenuuuiaachk Ha 22 %
[35]: Hambonee 3HAYMMBIMU SIBISIOTCS CaXapHBIN
nuabeT, oKupeHue, 3a00JIeBaHUs UTOBUIHON Ke-
JIe3bl U COYeTaHUe ATOW MATOIOTHH C 3a00JIeBaHUS-
MHu nouek [34, 35].

YXyamaroTcs moka3areinn GU3nIecKOTO Pa3BUTHA.
Uucno pereil, UMEIOIIKUX HOPMAaJbHBIA BEC, CHU3U-
JIOCh Cpeu MalbuukoB Ha 16,9 %, cpeau neBouek —
Ha 13,9 %. Cpenu nereit ¢ OTKJIOHEHUSIMU MacChl TeJia
npeobnanatot mna ¢ eé gedummrom (80 %) [36].

Cpenu $akTopoB, BIHAAIONUX HA COYETAHHYIO Ta-
TOJIOTHIO ITOYEK ¥ DHIOKPHHOIIOTUIECKOE, PETIPOIYK-
TUBHOE 3/I0pPOBBE JIeTeH, peoliaacT BIUSHIE KOM-

wiekca (80 %) reHeTHUECKUX U BHELIHUX (aKTOPOB:
YCIIOBUSI BHYTPUYTPOOHOTO Pa3BUTHS, IMTAHUE, IKO-
Joruyeckue (hakTopbl, COLMATBHO-IKOHOMHYECKHE
(hakTopsI (yCIIOBUS U 00pa3 )KU3HU CEMbHU, CAHUTap-
Hasl KyJIbTypa, BOCIIUTaHUE, OOydeHHE), cOMaTHye-
CKOE 3]I0pOBbE, PENPOAYKTHBHOE IOBEICHUE, Kaue-
CTBO M JOCTYIMHOCTb MEAUIUHCKON TTOMOILIIH.

B pa3Butum coueTaHHOH MaTroJOruu Mo4yeK M 3H-
JOKPHHOMATHH B JIETCKOM BO3pPAcTe BbICOKA POJb
ctpecca. Ctpecc — GakTop nepecTporHKH SHIOKPUH-
HOM CHCTEMBI U Pa3BUTHSI TOPMOHAIBHBIX U3MEHEHHH
(macymuna, CTI, UDP-1, TTI, I'K), cocoOcTByt0-
mux (GOPMHUPOBAHMIO PsAA SHIOKPHHHBIX 3a00JieBa-
aHuii (MC, 1P, CJl, runiepaunuieMun).

Crpecc — Hecrenuduueckas peakuusi OpraHu3-
Ma, BO3HHUKAIOIAsi NpU JACHCTBUM PA3IMYHBIX IKC-
TpeMalbHBIX (PAKTOPOB, YTPOXKAIOIINX HapyLICHUEM
rOMEOCTa3a, W XapaKTepu3yroulascs H3MEHEHUEM
(yHKLIMHM HEPBHOW M SHIOKPUHHOM CHUCTEM, KOTOPbIE
SBJISIFOTCSL OCHOBHBIMH PETYNHPYIOIUMH CUCTEMaMHU
OpraHu3Ma, a HapyleHHe UX (QYHKIUH COIIPOBOXKIa-
€TCsl U3MCHEHHUSIMU CO CTOPOHBI MPAKTHUECKU BCEX
OPIaHOB U CHCTEM.

B nepunaTtanbHOM M paHHEM ITOCTHATAJIbHOM IIe-
pHoze BEOYLIYI0 POJIb UIPaeT CHMIATOMUMETHYC-
ckuii crpecc. C BO3pacToM Ha IIEPBOE MECTO BBIXOST
MICUXOCOLHUANIbHBIC (PAKTOPBI.

JdedpuunT ropMoOHOB HIUTOBU/IHOIM JKeJ1e3bl

Jeduuut ropMOHOB IIMTOBUIHON KeJe3bl BIUS-
€T Ha POXKAAEMOCTb U JKU3HECIIOCOOHOCTH MOTOM-
CTBa, YBEJIMYMBACT PUCK (OPMHUPOBAHUS BHYTPUY-
TpOOHOH narosnioruu miona. OT ypoBHs TUPEOUTHBIX
TOPMOHOB BO MHOTOM 3aBHUCHUT (PU3HUECKOE , IICHXO-
MOTOpPHOE W TIOJIOBO€ pa3BuTHe pebeHka [37-39].
W3BecTHB (hakTopsl, Brusomue Ha GyHkuo K
HOBOPOXKJCHHBIX.

st HOpMaJIbHOTO pa3BUTHA IUIOAA, MPEXKIE
BCET0 Ha PaHHHUX ATarax, HeOOXOAMM JOCTaTOYHBIN
YPOBEHb TUPCOUAHBIX TOPMOHOB. ITpn 3TOM MOTPEO-
HocTh B ropmoHax 1K asist monnoueHHoro smopuo-
reHesa y OepeMEeHHOM KEHIIMHBI YBEJINYUBACTCS Ha
30-50%. B mepBble Henenu U MECSILbl MPOUCXOASAT
3aKJajIka U Pa3BUTHE OCHOBHBIX OPraHOB U CHCTEM
wiofa, Ui o0ecredeHus] ONTUMAIBHBIX Ul TOTO
YCIIOBUH Iepes HACTYIUIEHHEM OEpEeMEHHOCTH B Op-
raHu3Me He JI0JDKHO ObITh HoAHOTO AeduuuTa.

Hanwmuwne maronorun XK mpu 6epemenHoCTH Ya-
CTO IPUBOAMT K HEBBIHAILIMBAHUIO, YTPO3€ MPEPbIBa-
HUsI OCPEMEHHOCTH, pAHHEMY TOKCHUKO3Y, TPEIKIaMII-
cust pazBuBaercs y 54,5% OepeMeHHBIX, TUCTpecc
wiofa, runorpodus wioga — y 22,7 %, BOZHUKAIOT
AHOMAJIMM POJOBOM JAEATENBHOCTH: IMCKOOPAMHU-
pOBaHHAsl POJOBas AeATEIBHOCTD (35,2 %), cnabocThb
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POIOBON J1EATEIBHOCTH, NPEKIACBPEMEHHBIC POJBI
(18,2%) [40].

Y marepeii ¢ 3a0oneBanusamu 1L[DK anomanmmn pasz-
BUTHS II04a BO3HUKAIOT B 1825 %. Yare Bcero Ha-
OJIOAIOTCSl MOPa’KeHHsI CO CTOPOHBI LIEHTPATbHOM
HepBHOH (ruaponedanus, Mukpornedanus, 00Ie3Hb
HayHna, GyHKIMOHAJIbHbIC HAPYLICHUS) U SHAOKPHUH-
HOM cucTeM (BPOXKICHHBIM THIOTHPEO3, TUPEOTOKCHU-
KO03).

dakropamMy puUCKa B MEpHON OCPEeMEHHOCTHU SIB-
JSIIOTCA: WOAHBIM NeUUNT; CHUKECHHBIC (YHKIHO-
HaJIbHBIC PE3epBbl — ayTOMMMYHHBIH THPEOMIUT
(AUT) c coxpaneHHOW (PyHKIIMOHAIBHON CIIOCO0-
HocThio IIIDK, HOCHTENBCTBO aHTHUTEN K THPEOHI-
Hoit mepokcumaze (ATIIO). IlocnencTBusMU MOTYT
OBITb: M30JIMPOBAHHAS TUIOTUPOKCUHEMHS; THIIO-
TUpeo3 (MaHWU(ECTHBIH MM CYOKIIMHUYECKHIT); 300
(muy3HBI WM y3JI0BOIA); BHYTPUYTPOOHBIA TH-
MOTUPEO3 /WM BHYTPUYTPOOHBIA 300; B OymyrieMm
— Oonee HU3KHiA KodduimenT uaTemuiekra (1Q), vem
y JeTeil, pOXIEHHBIX OT JKCHIIMH C COXPaHEHHOM
TUPEOUIHON (QyHKIMEH, OTCTaBaHHE B (HU3MUECKOM
pazButun [40], yTo B MOCIEAYIOLIEM 3aTPYIHSET
COLMAJIbHYIO aJalTalyio TaKuX JAeTed B 0OLIecTBe
[41]. Ilo mamaeiM B.M. Psaoerx (2005 1.), Hamboiee
BBIPQKCHHOE BIMSHHUE Ha COCTOSIHUE HEOHATAILHOIO
MEpUOAA OKa3bIBAECT THIIOTHPEO3 MaTepH, MPUBOISL
K Pa3BUTHIO OCJIOKHEHMH: HU3Kas Macca Tesa MpH
pOXIeHNH, ac(UKCHS HOBOPOXKICHHOTO, CHHIPOM
3aJep)KKM pa3BUTHS IUI0Aa, Mopdoiorniyeckas He-
3peNocTh, TPAH3UTOPHBIE HAPYLICHHUsSI MeTabonIM3Ma,
CTUI'MbI SMOpHOTeHe3a, Mallble aHOMAJIHU M ITOPOKH
pa3BUTHSA, a TAK)KE HEOJIArONPHUSITHO BIUSIOMIMN Ha
COCTOSIHUE 3JI0pOBbsl eTel 1-2 roma Ku3HH, Opo-
SIBJISISICH BBICOKOM COMaTH4eckol 3a00J1eBaeMOCTEIO,
HEBPOJIOTHYECKUMH HapyLICHUSIMH.

YcTaHOBIEHO, UYTO POXKICHHE ACTEH C BHICOKUMHU
Oayutamu 1o mkasue Anrap HaOJII01an0Ch JOCTOBEPHO
yalie B IpyIIe KeHIINH, T0JIyYaBIIuX HOAHYIO MPo-
¢unakruky [42, 43].

YacToTa OCIIOKHEHUI (aHEMus, recros3, yrposa
npepbIBaHusl OCPEMEHHOCTH, BOISHKA, XPOHHUYECKAs
(eromnaneHTapHasi HeI0CTaTOYHOCTh, XPOHUYECKas
BHYTPHYTpOOHasi TUIOTpodusl MI0Aa, paHHEE H3JIU-
THE OKOJIOTIJIOAHBIX BOJ) JIOCTOBEPHO Yallle BCTpeya-
eTcs y JKEHILMH, KOTOpPBIC HE MOy4yald Npenaparsl
fiona Bo BpeMsi OEpEeMEHHOCTH.

IJHIOKPHHHBIN CTpecc U OKMUPeHHe

Osxupenue 00yCIIOBICHO MHOKECTBOM (DaKTOPOB,
BKJIIOUasi HACJICACTBCHHYIO IPEAPACIIONOKEHHOCTD,
MUILEBOE MOBEACHUE, YPOBEHb (PU3MUECKON AKTHB-
HOCTH, ITICUXOJOIMYECKHE AaCHEKTbl, KyJIbTYpHOEC H
colnpaigbHOE OKpYXeHue. [ TaBHOM MpUYHHO B 60ITb-
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IIMHCTBE CITyYaeB SBISETCS AUCOANaHC MEXIY I0o-
CTYIUICHHEM H PacXo/IOM SHEPTHH.

IIpy oxuWpeHWM TOBBIMAETCS PHUCK Pa3TUIHBIX
aKyIIEPCKUX OCIOKHEHUH: YTrpO3bl HEBBIHAIIIMBAHUS
(32,5 %), npexneBpemennbix (10,8 %) u 3amo3ganbix
(6,0%) pomoB, aHOManuii POAOBOH IESITETHHOCTH
(30,1%), pomoBoro TpaBmatm3ma (45,7%), a Tak-
)K€ HapylIeHWH (QYyHKIIMOHUPOBAaHUS (ETOTLIAIeH-
TapHOTO KOMILJIEKCA C Pa3BUTHEM BHYTPUYTPOOHON
runokcuu 1iona (60%) u ¢eToruraneHTapHON He-
nmocrarounocta (10,8 %), kpome ATOTO, y JKEHIIUH
C OKMPEHHEM 3aMETHO YaIlle POXKAAIOTCS KPYITHBIS
et (MT 6omee 4000 1). Y nmeteit ot Mmarepeii ¢ 0xKH-
peHreM oTMmedaeTcs Ooyiee BBICOKas Macca Tella U
TUTAIIEHTHI TIPH POXKJACHUH, TIOBHIIIEHUE YPOBHS HH-
CyJIMHA, IJIIOKO3bI, JICITUHA, UHTepaeiikuna—JI-6 u
C-peakTuBHOTrO O€sKa B MyMOBUHHON KpoBH [44, 45].
IIpu sTom nponykuust MJI-6 ctumynupyercst Apyru-
mu 1utoknHamu: WJI-1, UJI-2, dakropom Hekposa
OITYXOJTH-0l, & TAK)KE HHTEPPEPOHOM-A.

Biansinue o:xkupeHusi Ha MOYKY

JKupoBasi TkaHb — 3TO SHAOKPUHHBIN OpraH, ce-
KPETHPYIOMINH OMOIOTHYECKN aKTHBHBIE BEIIECTBA,
Takhe Kak JIeNTHH, aJUIOHEKTHH, (PaKTOphl pocTa,
npoBocHanuTeNbHble nentuael, Al-2. OxupeHne
MPUBOJIUT K PA3BUTHIO HHCYIMHOPE3UCTEHTHOCTH,
JIOMEpYISpHO# runepriepdy3nu U runepduibTpa-
IIUU, 9YTO CIIOCOOCTBYET MOSBICHUIO TIIOMEPYIIIPHON
MATOJIOTUH ¥ TIPOTEHHYPHH.

YCTaHOBIIEHBI KIMHHUKO-TTAPAKIMHUYECKUE OCO-
OenHoCTH He(pormaTuii y nereit Ha GoHe BUCIIEpaTb-
HOTO OYKHPEHHS, XapaKTepH3yIuecss MHOrogak-
TOPHOW TIPUPOAOH pa3BUTHS 3a00JICBAHUS C HapyIIIe-
HUEM JIMIUAHOTO, YTIIEBOJHOTO OOMEHa, BBICOKOTO
YPOBHSI CBIBOPOTOYHOTO JIENTHHA, O] BIMSHHUEM
KOMIUIEKCAa TATOTEHETHYECKUX HACICICTBEHHBIX W
MEIMKO-OMOIOTHUECKUX (BO3IICHCTBHE XPOHHYECKON
runokcun) daxropos [46]. JlokazaHo, 4TO y marueH-
TOB ¢ HedponaTusiMu Ha (OHE BUCIIEPATBHOTO OXKH-
PEHHSI JIMTTUIHBIN CIIEKTP CHIBOPOTKH KPOBH Xapak-
TEpHU3YeTCsl TIOBBIIICHUEM aTepPOTCHHOCTH JIUITUIOB
TP CHIDKEHUH XOJIECTepUHA JTUIIOMPOTEHHOB BBICO-
Ko moTHOcTU [47], YBETUYEHHEM CHIBOPOTOUYHBIX
TPUANMIITIIAIIEPUHOB, OOIIEr0 XOJIeCTeposa, XoJe-
CTepoJia JITONPOTEUIOB OYCHb HU3KOW IJIOTHOCTH
B COYCTAHHU THIIEPIIENITHHEMUEH U HAPYIIICHHEM TO-
JIEPaHTHOCTH K TIIFOKO3€. YCTaHOBIICHO, YTO y BCEX
narerToB ¢ XI'H, maxxe mpu campIx O1arompusTHBIX
KITMHUKO-METa0O0IMYECKUX BapUaHTaX €ro TEYCHUS,
orMedaercsi NeeKT B cUCTeMe TNepudepuyecKon
YTHIU3AIUU HU3KOTUTOTHBIX JIMITOTIPOTEUIOB.

[loBrIllIeHWE CHIBOPOTOYHOTO JIENTHHA W Hapy-
IICHWEe TI0KasaTellell JUMUIHOTO OOMeHa y mJeTei
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¢ HeponarusimMu Ha ¢GOHE BHCLEPATIBHOIO OXKHpE-
HUSl acCOLMUPYETCSl C M3MEHEHMSIMH 3xorpaduue-
CKHUX IOKa3aTeJiel CTPYKTYpHOI'O COCTOSIHHS MOYEK,
BHYTPHUIIOYEYHOH T'€MOAMHAMHKH M HapLIUaIbHBIM
CHIKCHUEM Mo4Ye4HbIX QyHKunii [46]. 3aboneBanus
MoY€eK, CBsI3aHHbIE ¢ oxupenuem, CJI, pazBuBaroTcs
IIPY B3aUMOJIEHCTBUU HECKOJIBKHX METa0OINUeCKuX
U TeMOAMHAMHYECKUX (PAaKTOPOB, aKTMBHPYIOIINX
o0Iue BHYTPUKIETOYHBIC CHIHAJIbI, KOTOpPBIC BbI-
3bIBAIOT BBIPAOOTKY LIUTOKMHOB U (DaKTOpPOB pocTa,
(hOpMUPYIOIINX TTOYEUHYIO HEJJOCTaTOYHOCTH [48].

Cpenu OCHOBHBIX (haKTOPOB MPOrPECCHPOBAHMS
MOBPEKACHUS MIOYEK NPH O)KUPEHUH BBIACIISIIOT: WH-
cynuHopesuctentHocTh (MP), runepuncynunemuio,
JUCIUIUAECMUIO, HAPYLIEHUE CUCTEMHON U TOYEYHOM
reMOJMHAMHKH, HIIEMHUIO TKaHEH MMo4eK, ayTo- U Ia-
PaKpUHHOE BO3/EHCTBHE FOPMOHOB KUPOBOM TKaHH
[48].

B nacrosiee BpeMst mpu oLeHKe TaTO(U3UOIOTU-
YECKMX MEXaHU3MOB MTOPAKEHH IT0YEK 0c000€ BHU-
MaHME YIeNseTcs M3YUYCHHUIO POJIM MeTaboInyecKo-
ro cuaapoma (MC). MHorue aBTOpbl CUUTAIOT, YTO
KJIIOYEBBIM IIaTOTCHETUYECKUM 3BEHOM ITOPAKEHUS
MOYEK SIBJISETCS] BBIPAOOTKA KMPOBOW TKaHBIO OHMO-
JIOTHYECKH aKTHBHBIX BELIECTB — AJAUMNOLUTOKHUHOB,
YTO MO3BOJISIET PACCMATPUBATh KUPOBYIO TKaHb Kak
aKTUBHBIN SHIOKPHUHHBIN oprad. Cpeau aJuloKHHOB
0coboe BHUMaHME YACISIOT JICNTHHY U aIUIIOHEKTH-
Hy [49].

HauGonpmmmii mpakTHueckuii MHTEPEC BHI3bIBACT
paHHee HapyLIeHHE YIJICBOAHOTO 0OMEHa — MHCYIHU-
HopesucteHTHOCTH (MP), paccmarpuBaemast He mpo-
CTO KaK MeTa0OIMuecKuil (PeHOMEH, HO KaK OAMH U3
KITIOUEBBIX KOMIIOHEHTOB METa00IMYECKOTO CHHJIPO-
Ma (MC), yactora U BBIPaXEHHOCTh KOTOPOTO B TIO-
MYJSLUY JIIOZEH yke MpuoOpenn XxapakTep «MUPOBOii
snusemun XXI Bekay [50].

PazButue VP mpuBoauT K 1enomy psiiy Herarus-
HBIX MaTo(U3MOJOrMYECKUX CHUCTEMHBIX PEaKLui,
KOTOpbIE CIOCOOHBI MHULMUPOBATH MEXaHHU3MBI Jie-
CTa0MIM3alMK KICTOK M TKaHEH BHYTPEHHHX Op-
raHOB, BKIIOYAsl MOYKH, BBI3bIBAas B HHUX aHATOMO-
(yHKIMOHAEHBIE HapyeHus [50].

WHCynnHOPe3UCTEHTHOCTh TPUBOAUT K Hapylle-
HUIO CTPYKTYPH! M (PYHKLIMH HEPBHOM TKaHH, MHAYLIU-
pyeT HeliponaTHio, B OCHOBE KOTOPOH JICKUT BHYTPEH-
HSISl CUMITATHYECKasl THIICPAaKTUBHOCTD KaK Pe3ysbTar
TUIEPaKTUBALUY LICHTPAIIBHBIX 0-aJPEHOPELETITOPOB
MapaBeHTPHUKY/SIPHBIX THIIOTATAMUYECKUX SIAED, a 3a-
TeM M OPraHHOTO (TKaHEBOIO) aJpeHEPrHUeCcKOro Hel-
popeuentopHoro anmapara [50].

Wnnyunpyemasi HHCYTMHOPE3UCTEHTHOCTBIO HEl-
pomnarusi IPUBOJUT K PA3BUTHIO CUCTEMHBIX U MECT-

HBIX (OPTaHHBIX U TKAaHEBBIX Ba30KOHCTPUKTOPHBIX)
peakuuii, SHAOTEINATBHON TUCYHKINU, TPUBOIS-
mel K AeGULIUTY OCHOBHOIO Ba3oAujararopa — OK-
cuga azota NO (tak kak 90 % cuHTe3a OKCcHIa a3oTa
HNPOMCXOANT HE B SHJIOTENINH, & B TEPMUHAIISAX HEPB-
HBIX OKOHYaHMH cocyaoB). [y mouek 3To o3HavaeT
CrHa3Mbl apTepuoi KIyOOUKOB, HAPYILIECHHUS TPOPHUKH
MOYKH, TIOYEYHOTO KPOBOTOKA, MUKPOLUPKYJISILIMU U
KIIyOOUKOBOW (DMIIBTpAllMU, THUIOKCHIO U HILEMHIO
MOYE4YHOM mapeHxumsl [S13].

WmeMust u rUIIOKCUSI TKAHM TOYEK BCIIEACTBUE
WP 3amyckaeT KOMIIGHCATOPHBIM KacKaJ] aKTHBALUH
CHCTEMBI «PCHHH-aHIMOTEH3UH — aJIbJIOCTEPOH», KO-
TOpasi BHOCUT CBOM JanbHEHIINIA BKJIa B IPOTPECCU-
poBaHME (PYHKIMOHATIBHBIX U MUKPOLUPKYJISTOPHBIX
HapyuleHui B moukax [52].

[Ipn oxupeHHn pa3BUBAEeTCs BOCHIAIUTEIBHBIN
npolece, CBA3aHHBIM ¢ MHQWIBTpanueld Makpoda-
roB B noukax. MHpunpTpanus makpodaros, B CBOIO
o4epe/b, CTAHOBUTCSI HICTOYHUKOM ITOBBIICHHS YHC-
Jla LIEJIOTO Psiia MeIUaTOPOB BOCTIAICHUS, TAKUX KaK
(akTOop HEKpo3a OIyXoJu-ajb(a, HHTEPICHKUH-O,
C-peakTHBHBIH OEI0K, XeMOATTPAKTAHTHBIN NPOTEHH
1 MoHOIMTOB M (HAKTOP, MHTUOUPYIOIUI MUTPALIHIO
makpodaros [55]. Kpome Toro, BucliepalibHbIC ajIH-
MOLUTHI BBIPA0ATHIBAIOT JAUMIOKHHBI, TAKHE KaK aJii-
MOHEKTHH M JICTITHH, KOTOpPbIE UIPAIOT POJIb B MATO-
¢uznonoruu nopaxenus noyek. Kpome axnnoknHoB
U MEIMaTOpOB BOCHAJICHWS, TAKUE BAa30AKTHBHBIC
HenTuabl, Kak anruoreHsuH I, Taxxke crnocoOCTBY-
10T Pa3BUTHIO [TIOMEPYJIONIATHH, aCCOLMMPOBAHHOM €
oxupenuem u CJl [48]. JlokazaHO, 4TO y MallMEHTOB
C OXXHMPEHHEM BBISBICHBI CTAOUIBHO HU3KHE YPOBHU
aJUNOHEKTHHA B LIMPKYJIUPYIOLIEH KpOBH [54].

[Ipu oxupeHnn HapyLICHUs] BHYTPUIIOUCUHOMN Te-
MOAMHAMMKH PETUCTPUPYIOTCSI 10 MOSBICHUS KIIMHU-
yeckoi cumnromaruku. [1lo Mepe nporpeccupoBanus
TyOyJISIpHON W(MIIHM) TJIOMEPYJISPHON SHIOTEINATh-
HOW TUC(YHKINN BBISBIISICTCS TOCTEIIEHHOE CHIKE-
HUE TTOYeYHOr0 (DYHKIIMOHAIBHOTO pe3epna [47, 55].

®HO-0, Kak OH U3 OCHOBHBIX HHAYKTOPOB HHCY-
JIMHOPE3UCTEHTHOCTH, HanboJIee akTHBHO 00pa3yeTcs
B @IUMOLUTAX BUCLIEPATIbHOU KUPOBOM TKaHU. SBs-
SCh KJIIOYEBBIM IIPOBOCHAIUTENBHBIM (PAKTOPOM, OH
CTUMYJIMPYET aKTHUBALMIO SIAEPHOTO (haKTopa TpaHC-
KPUIILUY CTOCIEAYIOIUM yBenrueHueM cuate3a dT1
B ME3aHTHAJIbHBIX KJIETKaX MOYEK M aKTUBALMEH MPo-
LECCOB MposIn(epaLiy ¥ CKJIEPO3a B TOUCUHON TKAHH.
Kpome Toro, ®HO-0 npuHagiIeKUT KIOYEBask POJIb
B aktuBanuu nponykuuu PAIL. Tlpu HOpManmbHOM
Macce Tejla ero CHHTE3 INPOUCXOIUT NpEeHMYyIle-
CTBEHHO B relaTolMUTaX U SHI0TEIUATbHBIX KJIETKAX,
B MEHBIIICH CTENEHU — B KJIETKaX INaJKOW MYyCKyJa-
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Typbl U TpoMmOouuTax. [lokazaHo, YTO NPH OXKHUpe-
HUU MoBbIIIaeTcs 3kcnpeccus rena PAIl B xupoBoit
TKaHW CaJIbHUKA, SBISIOLICTOCS OAHUM M3 BEAYIINX
HMCTOYHHKOB M30BITKAa 3TOr0 MapKepa SHAOTEIHH-
3aBHCHMOI0 3BE€HA reMocTa3a B IUla3Me Hapsay C
JIIHIT u JIITOHII, cnocobcTBytomero TpomM6000-
Pa30BaHUIO U HAPYLIECHUSIM MUKPOLUPKYJISUUU [S56].
Kommonentst MC mnpencTaBisitoT JeTepMHHAHTBI
XpoHHYecKoi 0ose3Hu nouek. B yactHoctH, mo mepe
YBEJIMYCHHS MHIEKCA MAcChl TeJla PUCK TEPMUHAIIb-
HOW TOYEYHOH HEeJ0CTATOYHOCTH BO3pacTaeT Ooiee
4yeM B 7 pas.

l'unepnentuHeMuss W OUCIMIIUACMUS SIBIISIOTCS
XOpOILIO M3BECTHBIMHU MPEAUKTOPAMU Pa3BUTHS XPO-
HUYECKOH OOJIE3HM TOUEK Y JIeTel ¢ BUCLEPAIbHBIM
oxupenrneM. C LeNpl0 CKPUHUHTA LEIecoo0pa3zHo
JIOTIOJTHUTENIFHO OIPEACsTh Y HUX YPOBEHb ajbOy-
MUHYDPHH, apamMeTpsl yrieBoaHoro oomena, CK® B
COYETAaHMU C TOKA3aTeISIMU CTPYKTYpHOTO COCTOSI-
HUSI T0YEK, BHYTPUIIOYCYHON FeMOJMHAMUKH.

Pesynbrarsl MHOTOYHMCIICHHBIX KIJIMHUKO-
IKCIIEPUMEHTAIBHBIX M 3IMUAEMHOIOTHYECKUX HC-
CJICIOBAHUH CBHMICTEIBCTBYIOT O BO3pPaCTaIOLICH
pPOIM  CHUCTEMHBIX T'OPMOHAJIBHO-META00INYECKUX
(axTOpOB B MaToreHese naroaoruu novek. Ilepcnex-
TUBHBIM HAaIPaBICHUEM MaTOTeHETHUECKON mpodu-
JAKTHKU M JIeueHHs 3a00JICBaHUN IMOYEK SIBIISCTCS
MEXIUCUMIUTMHAPHBIN MOAX0MA, B PaMKax KOTOPOTO
0COOBIi MHTEpeC MPEACTABISIET OAMH U3 KIIFOUEBBIX
KOMIIOHEHTOB METa00JINYEeCKOr0 CHHIPOMA — HHCY-
JIMHOPE3UCTEHTHOCTh, OKa3bIBAIOILAS PAa3HOCTOPOH-
Hue mnarodusuonorndeckue IPQPEKThl, CIIOCOOHBIC
MPUBOJUTE K PAa3BUTUIO U NPOrPECCHPOBAHMIO 3a-
OoneBaHuii mouek. PaHHee BBIABICHUE U KOPPEKIMSA
WHCYJIMHOPE3UCTEHTHOCTH Y MTALMEHTOB C METa00JIN-
YECKMMHU HapyLICHUAMHU OyaeT crnocoOCTBOBaTh Ia-
TOT€HETHYECKOM MpodUIaKkTHKe 3a00eBaHUI OYEK
U ONTHUMM3ALMN MX COBPEMEHHOTO JICYCHHs, CTaH-
JapTHBIE CXEMbl TUATHOCTHKH U TEparuu KOTOPBIX
[IOKa HE YYUTHIBAIOT UHIUBHUyaJbHbIE 0COOCHHOCTH
TOPMOHAJIBHO-METAa00JINYEeCKOr0 CTaTyca MalHeHTa,
a MOTOMY HepeaKo 00Je3Hb HOCUT JAJUTEIbHBIN, pe-
LUUIMBUPYIOIUA WIM MPOTPECCUPYIOLINN XapakTep
[47].

Ha ¢one caxapnoro amabera, npexzae Bcero ¢ I
TpUMeECTpa OEPEeMEHHOCTH, BBISBISIOTCS 0COOCHHO-
CTU B Pa3BUTHHU U POCTE IUIOAA, KOTOPbIE K 24—26-i1
HeJene TecTaluy YeTKO PasAessiloTcs Ha TPU TUIIHY-
Hble KapTHHBL. [lepBas —xapakrepuzyercs 3a1epKKOi
BHYTPHYTPOOHOTO pa3BUTHS IJI0/1A M 3aKaHYMBACTCSI
POXICHHUEM K CPOKY TeCTallli MaJOBECHOTO pedeH-
Ka C HEUETKO BBIPAKCHHBIMH MPHU3HAKAMH JHa0eTH-
yeckoil Qeronmaruu. Bropas knmHWYeckas KapTHHA
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pa3BuBaeTcs ¢ 26—28-if Henenu recrtauuu. bepemen-
HOCTPh 3aKaHYHMBACTCS POXKIIEHUEM JeTeH CO CpeIHH-
MU aHTPOTIOMETPUYECKUMU TTapaMeTpaMu 0e3 BhIpa-
JKEHHBIX TNPU3HAKOB JIuabeTudeckoil ¢eronarnu. B
TpEeTheM cllydae, HauWHas ¢ 26-1 Henenu OepeMeH-
HOCTH, TUIOJ[ XapaKTepPU3yeTCsl 3HAYUTEIHHBIM Tpe-
BEIIIEHUEM aHTPOMOMETPHUYECKUX MOMYIISIIHOHHBIX
HOpM, OEpEeMEHHOCTh 3aKaHYMBACTCS POXKICHHUEM
JIETel C MAaKPOCOMHUEH 1 BEIpaKCHHBIMH TIPU3HAKaMU
muabderndeckoit peromarum [57].

3AKJIIOHEHUE

Takum 00pazoM, MOCIEACTBHUS BO3ICHCTBUS Tie-
pPUHATAIBHOTO CTpECcCa Pealn3yrTCs KaK MaroreHe-
TUYECKOE 3B€HO ()OPMHUPOBAHUS MTATOJIOTHH JETCKOTO
BO3pacTa, HO HE Kak 3BEHO B MEXaHM3Me MpHoOpe-
TEHUS YCTOMYNBOCTH K CTPECCOPHOMY BO3JICHCTBHIO,
T.€. aJjanTaluu K CTPeccy, KoTopas MPOUCXOTUT B
Oosiee TMO3MHUE BO3pPACTHBIE TEPUOIBI JAETCTBA TPHU
co3peBanuu [{HC. Pannee BbIsIBIEHUE MCHUXOCOLU-
AJBHBIX M CHUMITATOMUMETHUYECKHUX (HaKTOPOB, BBI-
3BIBAIOIINX CTPECC (CTPECCOPOB), SBISIETCS OCHOBON
MPO(QUITAKTHKH MTATOJIOTHUH JIETCKOTO BO3pacTa.
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KT Jlesuawesunu”, H /. Casenxosa

KITMHWKO-TEHETUHECKWE XAPAKTEPNCTUKIW BARTTER
N GITELMAN CMHOPOMOB Y OETEN

Kadenpa dakynsrerckoit negmatpumn, CaHkT-NeTepObypckuini rocyaapCTBEHHbIN neamaTpuyeckuii MeaMLMHCKNn yHuBepcTuTeT, CaHKT-
Metepbypr, Poccus

PEDEPAT

MonekynsipHO-reHeTM4eckoe nccnefoBaHne NPUBESIO K OTKPbLITUIO HOBbIX FTEHOB, KOAMPYIOLWMX BENKN, — TPAHCNOPTEPHI,
KOTpaHcrnopTepbl 1 0OMeHMBaTeNN, yHacTBYOLLME B TPAHCNOPTE HAaTPUS, Kanus 1 Xaopa B TONCTOM BOCXOAALLE YacTn neT-
nn feHne n gucTanbHOM M3BUTOM KaHanble. B cTatbe npeacTaBfieHbl COBPEMEHHbIE AAaHHbIE TIUTEPATYPbl O FTEHETUYECKNX
Tunax TyéynonaTtum ¢ BeayLmm CMHAPOMOM rurnokanneMmnm n ankanosa — Bartter n Gitelman cungpomoB y aetei. Onucatbi
KJIMHUKO-reHeTn4Yeckne ocobeHHOCTH wecTm TunoBs Bartter cuHapoma c ayToCOMHO-PEeLLEeCCUBHBIM U X-CLEMNEHHBIM TUMOM
HacnegoBaHus, NOAXoAbl K Knaccudurkaumm, ANarHoCTUKa U COBPEMEHHbIE METOAbI leyeHus. C MOMeHTa NepBoro onuca-
Hus Bartter cuHgpoma n3BecTHbl 6 KIIMHUKO-TeHETUYECKNX BapUaHTOB, cpean HUX aHTeHataneHblie |, Il, IVa, Vb, V tunbl,
KOTOpbIE SABASIOTCSA NOTEHLUMANbHO OnacHbIMW s X13Hu 3aboneBaHuamn. Bartter cuHgpom Il Tuna xapaktepmnayeTtcs ma-
HudecTaunen rmnokaaneMmM4eCcKoro ankanosa y geten B paHHEM 1 OOLWKONbHOM Bo3pacTe. JleyeHue Bartter cungpoma 'y
LEeTen BKIOYAET KOPPEKLMIO BOOHO-3/TIEKTPOIMTHBLIX HAPYLUEHUA, MPUMEHEHNE HECTEPOUOHbLIX NMPOTUBOBOCMHANINTENbHbIX
npenapatoB (HMBIM) onsa nHrmnbnpoBaHms n3bblTOYHOrO0 06pasoBaHNsa NoYeyHoro npoctarnaHamHa PgE 2. Gitelman cun-
LPOM C ayTOCOMHO-PELLECCUBHBLIM TUMOM HacnenoBaHNs MaHNPECTUPYET y OETEN B LLUKOSIbHOM BO3pacTe, B AaJIbHENLLEM
Yy NOAPOCTKOB M B3POCSIbIX HAB0JaeTCs yCUNeHne KIMHNYEeCKUX NPOSIBNEHN (C BbIpaXEHHbIMY F’MNoMarHeMmn4eckumm cy-
[0pOoramMu BEPXHUX U HUXHUX KOHEYHOCTEN, apTepuanbHon runepTeH3ueit), Tpebyowmx koppekunn. B o63ope npeactas-
JIEHbl KIINHUKO-TreHeTn4Yeckne ocCoO6eHHOCTN peaKon, aTUNmMyYHom GopmMbl ayTOCOMHO-peueccnBHoro Gitelman cuHgpoma ¢
MaHudecTaumen B LLKOJIbHOM BO3pacTe, KOTopas XxapakTepU3yeTcs NpOorpeccmnpyowmMmMmmn 4ByCTOPOHHUMK KanbundukaTta-
MU CYOKOPTUKasbHbIX OTAEN0B 60bLUMX NONyLIAPWIA FOJIOBHOIO MO3ra, kanbumdrkaTaMmmn B 6asanbHblX FraHImax 1 cybkop-
TUKaNbHbIX OTAENax Mo3xeuka. B otnmnume ot Bartter cungpoma, npu kotopom 6osiee Tsxesnble KIMHUYecKue NposiBaeHuns
Y HOBOPOXOEHHbIX, FPYAHbIX U AETEN paHHero Bo3pacTa, Gitelman cMHopom nmeeT TEHAEHUMIO K YCUNEHUIO KITMHNYECKNX
NpPosIBNIEHUIN Y NOOPOCTKOB 1 B3pocCbiX. JleueHne Gitelman cuHapoma y oetei u noapoCTKOB BKJTHOHAET KOPPEKLMIO BOOHO-
9NEKTPOJINTHBIX HAPYLUEHWIA, MPUMEHEHNE NpenapaToB MarHUs 1 OTaLMO COMN.

KnioueBble cnoBa: HacneacTeeHHas Tybynonatusa, Bartter cuHgpom, Gitelman cuHgpom, runokannemMums, rmnoMarHmemMust,
MeTabonunyeckunin ankanos, 4etu

J.G. Leviashvili’, N.D. Savenkova

CLINICO-GENETIC SPECIFICATIONS OF BARTTER AND GITELMAN
SYNDROME IN CHILDREN

Department of Faculty Pediatrics, Saint-Petersburg State Pediatric Medical University, Saint Petersburg, Russia

ABSTRACT

Molecular genetic research has led to the discovery of new genes encoding proteins — transporters, cotransporters and ex-
changers involved in the transport of sodium, potassium and chlorine in the thick ascending part of the Henle loop and in
the distal convoluted tubule. The article presents modern literature data on the genetic types of tubulopathy with the leading
syndrome of hypokalemia and alkalosis — Bartter and Gitelman syndromes in children. The clinical and genetic features of the
six types of Bartter syndrome with autosomal recessive and X-linked inheritance, classification approaches, diagnosis, and
modern treatment methods are described. Since the first description of Bartter syndrome, 6 clinical genetic options have been
known, including antenatal I, Il, IVa, IVb, V types, which are potentially life-threatening diseases. Bartter type Ill syndrome is
characterized by the manifestation of hypokalemic alkalosis in children at an early and preschool age. Treatment of Bartter
syndrome in children includes the correction of water — electrolyte disturbances, the use of non-steroidal anti-inflammatory
drugs (NSAIDs) to inhibit the excessive formation of renal prostaglandin PgE 2. Gitelman syndrome with an autosomal reces-
sive type of inheritance manifests itself in children at school age, later on in adolescents and adults there is an increase in clini-
cal manifestations (with severe hypomagnesemic seizures of the upper and lower extremities, arterial hypertension) requiring
correction. The review presents the clinical and genetic features of the rare, atypical form of the autosomal recessive Gitelman
syndrome with a manifestation in school age, which is characterized by progressive bilateral calcifications of the subcortical

*JleuarBuiu JK.I, 194100, Poccust, Cankr-IletepOypr, JIntoBckast 1. 2. *J.G. Leviashvili, 194100, Russia, St. Petersburg, Litovskaya st. 2. Saint-
CankT-IlerepOypckuii rocyqapcTBeHHBIN equaTpudeckuii MequuHckuil  Petersburg State Pediatric Medical University, Department of Faculty
YHUBepCTHTET, Kadenpa daxymsTerckoit mequarpun. Tem.: +7(812)416-52- Pediatrics. Phone: +7(812)416-52-66; E-mail: Jannalevi@gmail.com.
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parts of the cerebral hemispheres, calcifications in the basal ganglia and subcortical cerebellum. Unlike Bartter syndrome,
with more severe clinical manifestations in newborns, infants and young children, Gitelman syndrome tends to increase clinical
manifestations in adolescents and adults. Treatment of Gitelman syndrome in children and adolescents includes the correction
of water — electrolyte disturbances, the use of magnesium preparations and salt subsidy.

Keywords: hereditary tubulopathy, Bartter syndrome, Gitelman syndrome, hypokalemia, hypomagnesemia, metabolic alka-
losis, children
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Hacnencrsennsie TyOymnmonatuu ¢ BEAYIIMM CHH-
JIpOMOM THUIOKaJMEMHUUYECKOro ajkajiosa: Bartter u
Gitelman cunzapomsl — penkue opdaHHbIe 3a007e-
BaHUsS, OOYCIIOBIIEHHBIE MYTAlUSMU TEHOB, KOIH-
pyromux OenKHU-TPaHCIOPTEPhl, KOTPAHCIIOPTEPHI U
oOMeHUBaTeNM, ydacTBymomme B peadcopbumn K*,
Na*, CI' B ToscToii Bocxomsmiei yacTu memim [ enie
(Bartter cuHApOM) U / MJIK B TUCTAJILHOM M3BUTOM Ka-
Hasbie (Gitelman cunapom) [1-4].

Bartter cuampom y neteil mposiBIsieTCS THUIOKa-
THeMHUel, MeTaboMUECKUM aJIKajI030M, THIIEPPCHU-
HEMUEH, THUIepanbI0CTePOHU3MOM, THIIEepIUIa3uen
FOKCTarJIOMepyJsIsIpHOTo ammapara (y HEKOTOPBIX TH-
nomarauemueii) [1-7]. Pacmpoctpanernocts Bartter
cuaapoma coctaBsier 1 Ha 1 000 000 HacemeHwus
[1-3].

Gitelman cuHIpOM XapakTepu3yercss MeTadou-
YEeCKUM aJIKaj030M, THIIOKalIneMHuel, THIIoMarHue-
MHEH, CyTOpOraMy HUKHUX U BEPXHUX KOHEUHOCTEMH,
TUIOKAJIBLIMYPUEH, HOPMaIbHOW KOHUEHTPALMOH-
HOH CITOCOOHOCTHIO MOYH, 3aJICPKKON pOCTa, Hada-
JIOM KJIMHWYECKUX TPOSBICHUN y JETeW MIKOJIHEHOTO
Bo3pacta [1-3]. Gitelman cunnpom kinaccupumpy-
IOT KaK TUIMUYHBIA ¥ PEIKUN aTUMAYHBIN (C KaJIbIH-
(ukaTamMu OOJBIINX TOJYIIAPHA TOJIOBHOTO MO3Ta)
[1-9]. Pacnpoctpanennocts Gitelman cuaapoma 1
Ha 40 000-50 000 [2, 3].

Y. Sardani et al. (2003) oObeUHMIN ClTyYan 4Ya-
CTUYHOT'O WM MoHOro Bartter cungpoMa, BbIASIHIN
BPOXKJICHHBIN: TIEPBUYHBIA, T€HETUYESCKH OOYCIOB-
JICHHBIM, 1 BTOPUUYHBII B CTPYKTYype APYIMX CEeMeEi-
HBIX 3200J1eBaHN MOYEK; TPUOOPETEHHBINH (MHIYIIH-
POBAHHBIH JIEKAPCTBAMU, aTUITUYHAS COIb-TEPSIOIIast
Hedpomarus) [5].

H.W. Seyberth (2008) mnpeacraBuii KJIMHUKO-
TeHETUYECKHE OCOOEHHOCTH TyOyJOmaTHH C Bey-
UM CHHAPOMOM THmokanueMuu (tabm. 1) [7].

H.W. Seyberth et al. (2017) [8] npemnoxuin
¢dusnonornyeckyro knaccudukauio. CormacHo du-
3MOJIOTUYECKOMY TOJXOAY, BBIACNAIOT JBE TPYIIIbI:
rnepBasi — HapylIeHUE B TOJICTOM BOCXOASUIEH 4acTH

nern ['eHne u Bropas — HapyleHHEe B TUCTAJIbLHOM
kaHanple. KomMOnHanus 3TUX rpymni NO3BOJSET BbI-
JeITUTh TPETHIO TPYIITY: KOMOMHUPOBAHHBIX HAapYIIe-
HHI TOJICTOM BOCXOISIIEH YaCTH IETIN/ IUCTAILHOTO
KaHaJIbIIA.

B nacrosimee Bpemst M.T.P. Besouw et al. (2019)
onyOJIMKOBaHa AOTIONHEHHAs KIacCH(HUKALUSI CHH-
npoma Bartter, Gitelman u EAST cunnpoma B 3aBu-
CHUMOCTH OT T€HHOTO Je)eKTa U KIMHUYECKUX MpPo-
sBieHwuit (Tadm. 2) [1, 9].

B Hopme Na* u K* cBoO0HO (mibTpyroTcs dyepes
KIIyOOUKOBBI (DMIIBTP M 3aTeM peabcopOupyroTcs B
pasHbIX oTaenax kaHanbles. [IpubnusurensHo 99 %
oT ofmiero xonuuecTBa (GuiasTpoBanHoro Na“ peal-
copoupyercsi: 70—80 % — B IPOKCUMAIILHBIX KaHAIb-
max, 10—-20% — B TOJICTOH BOCXOISAIICH YaCTH METIN
T'enne, 5-10% — B qucTaNbHBIX H3BUTHIX KaHAJIbIAX,
okoito 2—5 % — B cobuparenbHoi TpyOke [10—13].

Tpancnopt moHoB Na“ B MenyUIIpHON YacTH
TOJICTOTO BOCXOJISIIIIEr0 KoJieHa nemin ['eHne mpouc-
XOIOUT MPOTHB 3JIEKTPOXUMHUYECKOTO IpaJleHTa Mo-
cpezacTBoM oOMeHmBaTens — Oa3onarepanbHoi Na-K-
AT®a3sl (puc. 1) [1, 10-14].

Peabcopbumst u3 mpocsera kananbiia Na'; K7;
2CI" ocymectBisercs: korpancnoprepom NKCC2 B
TOJICTOM BOcXojslleM kojeHe nemin I'enne. [lanee
B TPAaHCIOPTE DIEKTPOJIMTOB YYacCTBYIOT Oazoiare-
paneublii Na/K nHacoc, 6azonarepanbubiii Cl kanan
(CICKb) u anukanpnbiii K — kanan KCNJ1/ROMK
(AT®-3aBucumslii 6enok K-kanana) (cMm. puc. 1) [14,
15].

Kamuit (K*) U3 MeXKIeTOYHON KUJKOCTH MOCTY-
naeT B KJIETKY TOJCTOM BOCXOASIICH YacTh METIH
Ienne yepes GazaypHYIO IUIa3MaTHYECKYl0 MeMOpa-
HY TIOCPEICTBOM OOMeHHuBarelsi — 6azonarepaibHOM
Na-K-AT®a3s1, Boigensiercss K B mpocBeT kaHanbla
Yyepe3 anuKaJbHYI0 KJIETOUYHYI0 MeMOpaHy mocpen-
ctBoM anukaibHoro K — kanana KCNJ1 (cm. puc. 1)
[1, 11, 13, 15, 16].

Xnop (CI") TpaHCciOpTHPYETCS U3 KIIETKH TOJICTOTO
BOCXOJISIILIETO KOJIeHa MeTiu [ eHne nocpeacTsom Oa-
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Tabnuua 1/ Table 1

HacnepctBeHHble TyOysionaTum ¢ runokanvemMmueii [7]
Hereditary tubulopathies with hypokalemia [7]

3aboneBaHne leH Mpoaykt KnuHunyeckoe Ha3BaHune DyHKUMOHANbHbIE HAPYLLEHMS
BANSHUS | reHa
BapTtTrep cuHgpom Tun | SLC12A1 |NKCC2 AHTeHaTanbHbIN BapTTep cnHapom KoHueHTpaumnoHHasa cnocob-
Bartter syndrome M'MnepnpocTtarnananH-E cuHagpom HOCTb, OCMOJIASIbLHOCTb CHU-
type | Antenatal Bartter syndrome >KEHBbI
Hyperprostaglandin -E syndrome
BapTTtep cuHgpom tun i KCNJ1 ROMK AHTeHaTanbHbI BapTTep cuHapom KoHueHTpaunoHHas cnocob-
Bartter syndrome type Il Bartter Syndrome antenatal HOCTb, OCMONSANBHOCTb CHU-
KEHbI
BapTtTrep cungpom tmn Il CLCKB CLC-Kb Knaccuyeckuin baptrep cMHapom KoHueHTpaumnmoHHasa cnocob-
Bartter syndrome type Il Classic Bartter syndrome HOCTb, OCMONSJIbHOCTb CHU-
>KEHbI
BapTtrep cuHgpom tun IV | BSND CLC-Ka CLC- | AHTeHaTanbHbli BapTTep cuHapom (runep- | KoHueHTpaunoHHas cnocob-
Bartter syndrome type IV Kb Barttin npocrarnaHgvH — E CMHApOM) C HEMPOCEH- | HOCTb, OCMONANIBHOCTb CHU-
(B-subunit COPHOW rnyxoTon >KEHbI
of CLC-Ka/ |Antenatal Bartter syndrome (Hyperpros-
CLC-Kb) taglandin E syndrome) and sensorineural
deafness
BaptTtep cuHgpom Tun IVB | CLCN KA | CLC-Ka CLC- | BapTTep cuHapom (runepnpocTarnaH- | KoHueHTpaumoHHas crnocob-
Bartter syndrome type IVB | CLCNKB | Kb OWH — E cCMHOPOM) C HEMPOCEHCOPHOW | HOCTb, OCMONANIBHOCTb CHU-
rnyxoton Antenatal Bartter syndrome | xeHbl
(Hyperprostaglandin E syndrome) and
sensorineural deafness
Cunpgpom baptrep tunV | CASRreH | CaSR BapTTep cMHAPOM C runokanbupemmen KoHueHTpaunoHHas cnocob-
Bartter syndrome type V Bartter syndrome with hypocalcemia HOCTb, OCMONSANIBHOCTb CHU-
KEHbI
CuHapom 'mtenbmaH SLC12A3 |[NCCT 'tenbmaH cnHgpom Gitelman syndrome | KoHueHTpaumoHHas crnocob-

Gitelman's syndrome

HOCTb B HOpME WS cnerka CHu-
>KeHa, OCMOJAJSIbHOCTb CHVXKEHa

Tabnuua 2 / Table 2

Knaccudukaumnsa cuHgpoma Bartter, Gitelman n EAST B 3aBucumMocTun
OT reHHoro gedexKra u KJIMHU4eCckux nposeneHui [1,9]

Bartter, Gitelman, and EAST syndrome classification according to gene defect
and clinical manifestation [1,9]

3abonesaHne/OMIM Tun Ha-|leH Benok Manudectauma | KnuHnyeckme nposiBneHns
cneposa-
HUS

Bartter cungpom Tun | | AR SLC12A1 |NKCC2 |AHTeHaTanbHasa |mMnokanMeMmnyeckuia, rmnoxmaopemMmyeckuii metabo-

601678 NIn4eckmin ankanos, HedpokanbLMHOS

Bartter cunopom Tun Il | AR KCNJ1 KCNJ1 AHTeHaTanbHasa | [MocneponoBas npexoasawas runepkanmemMus, He-

241200 bpoKanbUMHO3, TMMMNOKaINEMUNYECKNI, FTMNOXTI0PEMUN-
yeckuii MeTabonmyeckuii ankanos

Bartter cungpom Tun il | AR CLCNKB |CLC-Kb |BapwunabenbHas |lmMnokanMeMmyeckunii, ankanos runoxjiopeMmnyeckmnin

607364 MeTabonunyeckuin, BapmadenbHble NPosiBNEHs

Bartter cungpom Tun IV | AR BSND Barttin AHTeHaTanbHaa | HenpoceHcopHas rnyxoTta, TaXenbin nonurugpam-

602522 HWOH, FTMMNoKanneMunyeCckn, rmnoxnopemMmnyeckmnin
MeTabonnyeckmin ankanos

Bartter cungpom Tvn IVb | AR CLCNKAwu | CIC-Ka n | AHTeHaTanbHaa | HelipoceHcopHas rnyxoTa, TSXenblii nonvruapam-

613090 CLCNKB* | CIC-Kb HWOH, TMNOKaIMEMUYECKUIA, TMNOXI0PEMUNYECKIIA
MeTabonnyecknin ankanos

Bartter cungpom tin V- | XLR MAGED2 | MAGED2 | AHTeHaTanbHas | MNpexogawmii cuHaopom Bartter, HedpokanbumHo3,

300971 rMNoKanMeMmnyeckunii, rmnoxaopeMmyecknin metabo-
JINYECKMI ankanos

Gitelman cuHgpom AR SLC12A3 | HCCT JeTtcTBO MMnomarHuemMus, rmnokanbunypus, runokanue-

263800 MWYECKUIA, TMMOXJI0OPEMMYECKMA MeTabonmnyeckmin
ankanos

EAST cuHapom 612780 | AR KCNJ10 |Kir4.1 MnageH4ecTBO | Dnunencusa, atakcus, rnyxoTa HEMPOCEHCOPHas,
rMNoKanMeMmnyeckunii, rmnoxaopeMmyecknin metabo-
JINYECKMI ankanos

MpumeyaHme. * OgHOBpPEMEHHbIE MyTaumn; AR — ayToOCOMHO-peueccuBHbIf; XLR — X-cuenneHHbin peueccuBHbln; NKCC2 — koTpaH-
cnoptep Na-K-2Cl; CLCNKA — no4yeuHblt xnopuaHbin kaHan A; CLCNKB — noyeyHbln xnopuaHelii kaHan B; MAGE-D2 — accouumpo-
BaHHbIN ¢ MenaHomMoii aHTureH D2; NCC - Na-Cl koTpaHcnopTtep.
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Mou4a d xmaymun KpOBb
——
| Claudin 3/16/19
/ } CLCNKA
NKCC2 Cl W
Na* Barttin
K+ 5 .E __| CLCNKB
2CI Cl
e, W Barttin
A=)
KCNJ1 3Na’
— K ) Na-K-ATPase
2K*
Ig2* ;
a 2 %

Puc. 1. TpaHCNOPT 91eKTPOSIUTOB B TONCTON YaCTX BOCXOASALLENO
koneHa netnu lenne [mo Besouw M.T.P. et al. (2019)] [1].
NKCC2 tpaHcnopTtep peabcopbupyet Na* K* 2CI- 3 npoceeTa B
KneTKy, GnoknpyeTcs neTneBbiMy ANYPETUKAMN, HACEACTBEHHAS
omcdyHKUMS Bbi3biBaeT cuHapom Bartter | Tuna. Cl- noknpaet
KNneTky 4yepes3 6asonatepanbHblie TpaHcnopTepbl CLCNKB u
CLCNKA, oba kaHana perynupytoTtcst cyobeauHuLe Barttin. My-
Tauum B CLCNKB BhI3bIBalOT cuHapom Bartter Il Tuna, a mytauum
B Barttin Bbi3biBaloT cMHapom Bartter IVa Tuna; komGrHupoBaHHas
ancoyHkums kaHanos CLCNKA n CLCNKB Bbi3biBaeT CUHAPOM
Bartter IVb Tuna. Na* noknaaet kneTky yepes 6azonatepasnbHyto
Na-K-ATdaazy, koTopas akTueHo obmeHumBaeT 3Na* Ha 2K*. K*
NoKNAaeT KNeTky Yepes noMuHanbHbln kaHan KCNJ1, mytaumn,
B KOTOPbIX BbI3bIBAOT cuHapom Bartter Il Tuna. KoHueHTpaumsa
K* — OCHOBHasl ABMXyLLAa cuia NapakaeToyHOro NornoweHns
Ca* Mg*. l'mnepkanbLmypusi ¢ HePPOKaNbLMHO30M U rvnepmar-
HUypuen HabngaeTca Npy cuHopomax Bartter | Tuna (NKCC2),
Il Tuna (KCNJ1) n V tTuna (MAGE-D2), BaprabenbHas npu Bartter
cuHgpomax Il Tuna (CLCNKB), IVa Tuna (Barttin) u IVb Tnna (kom-
6uHMpoBaHHbI CLCNKA n CLCNKB.

Figure 1. Transport of electrolytes in the thick part of the ascending
knee of the Henle loop [Besouw M.T.P,, et al. (2019)] [1]

NKCC2 transporter reabsorb Na + K + 2Cl- from the lumen to the
cell, blocked by loop diuretics, hereditary dysfunction causes
type | Bartter syndrome. CI- leaves the cell via the basolateral
transporters CLCNKB and CLCNKA, both channels are regulated
by the Barttin subunit. Mutations in CLCNKB cause type Bartter
Il syndrome, and mutations in Barttin cause type Bartter IVa syn-
drome; combined channel dysfunction of CLCNKA and CLCNKB
causes Bartter IVb type syndrome. Na + leaves the cell through
basolateral Na-K-ATPase, which actively exchanges 3Na + for 2K
+. K + leaves the cell through the luminal channel KCNJ1, muta-
tions in which type Il Bartter syndrome is caused. K + concentra-
tion is the main driving force of paracellular absorption of Ca +
Mg +. Hypercalciuria with nephrocalcinosis and hypermagniuria
is observed in type Bartter type | (NKCC2), type Il (KCNJ1) and
type V (MAGE-D2) syndromes, variable in type Bartter syndromes
Il (CLCNKB), type IVa (Barttin) and type IVb (combined CLCNKA
and CLCNKB.

sonarepaibHbix Cl kananoB — CLCNKB u CLCNKA
(cm. puc. 1) [1]. XsmopunHbIe KaHATBI TOMOJIOTHYHEI-
MU KOJUPYIOTCS IByMsI TeéHamMH Ha Xpomocome 1 (c
UTOTEHETHYEeCKOM JIokanmu3anuen 1p32.3, 1p36.13),
peryaupyrotcs cyobeaunauiet Barttin [1, 15, 17].
[TonoXUTENBHBIN NEKTPUUECKUI 3aps]l KaHaJlb-
LIEBOr0 MpocBeTa 00ecreYrBaeT MacCUBHYIO TPaHC-
KIeTouHyI0 peabcopbrmro Ca?t u Mg (em. puc. 1) [1,

Moua KpPOBb
o s = —
CLCNKB
NCC Cl s

Na* Barttin
Na-K-ATPase
2K*
KCNJ10

Kt —m —/——
Na*
Mg?*

I+ ——

Na/Mg exchanger

Na*
Na/Ca exchanger

Puc. 2. TpaHCNOpPT 91EKTPOUTOB B AUCTAIbHOM U3BUTOM KaHasb-
ue (no Besouw M.T.P. et al. 2019) [1].

NCC tpaHcnopTtep peabcopbupyet Na* u Cl- B kneTky (610okupy-
eTCs TMasnaHbiMm guypeTtmukamm). Mytauum B reHe, KOOpPYIOLLEM
NCC, oTBeTCTBEHHbI 3a pa3suTune Gitelman cungpom. Cl- nokmaoaet
KneTky yepes 6asonatepanbHbii CLCNKB kaHan, koTopomy ans
DYHKLMOHNPOBaHMS Heobxoamma cyobeamHuua Barttin. O6a 6en-
Ka 3KCMPeCcCcupyTCs Kak B TONCTON YaCTM BOCXOOALLLErO KONeHa
netnun FeHne, Tak 1 oNCTaJIbHOM UM3BUTOM KaHallbLue, N CHUXEHNE
nx GyHKUMM BbI3bIBAET pa3sutne Bartter cungpom (1l v IVa tunos).
Na* noknpaeT kneTky yepes 6aszonartepanbHyio Na-K-ATdaay,
KoTopas aktuBHo oomeHmnsaeT 3Na*Ha 2K*. K* peuunpkynupyetcs
N OTKa4YMBaETCHa U3 KIETKN 4Yepes 6a30naTepaanbu7| KanmeBbll
kaHan KCNJ10, myTaumm B KOTOPOM CMOCOOCTBYIOT Pas3BUTUIO
EAST cuHppoma. B guctansHom u3BmuTOM KaHanbue Ca* Mg*
TpaHcnopTupytoTCa B kneTky yepe3 TRPVS5 n TRPMG6 kaHanbl co-
OTBETCTBEHHO.

Figure 2. Transport of electrolytes in the distal convoluted tubule
(Besouw M.T.P,, etal. 2019) [1]. The NCC transporter reabsorb Na
+ and Cl- into the cell (blocked by thiazide diuretics). Mutations
in the gene encoding NCC are responsible for the development
of Gitelman syndrome. Cl- leaves the cell through the basolateral
CLCNKB channel, which requires the Barttin subunit to function.
Both proteins are expressed both in the thick part of the ascend-
ing knee of the Henle loop and in the distal convoluted tubule, and
a decrease in their function causes the development of Bartter
syndrome (types lll and IVa). Na + leaves the cell through baso-
lateral Na-K-ATPase, which actively exchanges 3Na + for 2K +. K
+ is recycled and pumped out of the cell through the basolateral
potassium channel KCNJ10, mutations in which contribute to the
development of EAST syndrome. In the distal convoluted tubule,
Ca + Mg + are transported into the cell via the TRPV5 and TRPM6
channels, respectively.

17]. Tpauckierounas peabcopouust Ca?* u Mg* npo-
MCXOIUT B CETMEHT HEe(POHA 110 NMapaLeIUTIOISIPHOMY
MPOTOKY 4epe3 MJIOTHOE MEKKIETOUHOE COCIUHEHHUE
(Claudin), ympaBnsieMoe HpPOCBET-TIO3UTHBHBIM I10-
teHmanom (cm. puc. 1) [1, 17-19].

B aucranbHOM M3BUTOM KaHAJIBLE JTIOMUHAIBHBIN
koTpaHcnoptep xyopuna Harpust NCC peabcopoupy-
et Na" u Cl” u3 npocBeTa KaHajbla B KJIETKY (O10KH-
pyeTcs THa3UIHBIMH JUYPETHKAMH).

ClI' nokupaer kJeTKy uepe3 Oa3zonarepasibHbIN
CLCNKB kanai, koropomy U1 GyHKIHOHUPOBAHHS
HeoOxonnMa cyObenunamia Barttin. bemok CLCNKB
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1 cyObenuHUIA Barttin skcripeccupyroTcst Kak B TOJ-
CTOM YacTH BOCXOJISIIIETO KoJieHa eTin [ eHe, Tak u
JUCTAITLHOM U3BUTOM KaHaJbIe (puc. 2).

Na® nokmmaer KJIeTKy uepe3 OaszonaTepaibHYIO
Na-K-AT®a3y, kotopass akTuBHO oOMeHnBaeT 3Na*
Ha 2K (cm™. puc. 2).

K™ U3 xietkn MUCTAIbHOTO HM3BUTOTO KaHAIIbIA
BBIXOJIUT 4epe3 Oa3onaTepaibHBIN KaTMEBBIA KaHAI
KCNIJ10 (cm. puc. 2).

B nucransHOM U3BUTOM KaHajble TpaHcnopt Ca'
u Mg' B kinerky ocyuectsisierca yepe3 TRPVS u
TRPM6 kanambsl COOTBETCTBEHHO (CM. pHC. 2).

Bartter cungpom y nereii

[Ipu Bartter cunapoMe yCTaHOBIIEH NEPBUYHBIM
reHeTn4ecKkuii nedekr cucrem Tpancrmopra Na®, K¥,
CI" B ToncTOM YacTH BOCXO/AMIETO KoJieHa eTiu [ eH-
ne [1-13, 16, 20].

Knuandeckne mposBiaenus: Bartter curzpom
BriepBbIe onricad B 1962 rony Frederic Bartter, y ma-
[IMEHTOB OTMEYaJINCh MONNYpHUs (B 3aBUCIMOCTH OT
MTOJITHUITA, HAOIFOMATUCh MHOTOBOJINE U TIPEXKIIEBPE-
MEHHBIE POJIbI), THITOKATHEMHUYECKUH, THITIOXJIOpe-
MUYECKUH MeTa0OJMYeCKHid ajKaio3, HOpMalbHOe
JIABJICHUE TIPH MTOBBIIICHHBIX YPOBHIX PEHUHA H aJTh-
noctepoHna [1-5]. KnuHuueckue nposiBIeHUs Hapy-
IICHUH TPAHCIIOPTA DIIEKTPOIUTOB B TOJCTOW YacTH
BOCXOJISIIETO KOJIeHa MeTin [eHe: «rmetneBoi» de-
HOTHIT — COTIPOBOXKIAETCSI BRICOKMM YPOBHEM PEHH-
Ha W aJIbJIOCTEPOHA, BBI3BIBAIOIINX THITOKATHEMUYE-
CKUH, TUTIOXJIOPEMUYECKHI METa0OINYeCKUi allka-
7103, IOTEPS TIOJIOKUATEIBHOTO TPAHCATTUTEINAIEHOTO
rpaJieHTa HAPsHKSHHSE B IPOCBETE KaHAIbI[a TIPUBO-
JUT K HApyIICHUIO TIOTJIONIEHHSI MTaparesuToIsIPHBIX
KaTHOHOB, 4YTO TIPOSIBIISIETCS THUIEPKAIBIINYPHEH.
YuuThIBas TEHEPANUI0 WHTEPCTHIMAIBHOTO TPajlv-
€HTa KOHIICHTPAI[MH B TOJICTOW YacTH BOCXOISIIETO
KoJIeHa TeTiu [ eHie, y mannueHToB OTMeYaeTCsi CHH-
YKCHHE KOHIICHTPAIIMOHHOW (PYHKIIMU MOYHU — U30CTe-
Hypusi, runoctenypus [1, 21, 22].

Hapymienne peaGcopOuunu Xiopuaa HaTpus B Me-
IYJUIAPHOM TOJICTOM Bocxondlel yactu netiu ['enne
o0ycioBIHMBaeT KIMHUYECKHe ocoOeHHocTH Bartter
cunapoma [1-3, 5, 8, 16, 20].

Breigenstor mects TumnoB Bartter cunnmpoma (1,
IL, 1L, IV, IVB u V), cOOTBETCTBYIONIMX IIECTH Te-
HetnaecknM nedekram: NKCC2; KCNJI/ROMK;
CLC-Kb; cyopenuanma Bartting CLC-Kb u CLC-Ka;
MAGED2 [1, 9].

Bartter cunapom [ u Il TunoB sBAsitOTCS aHTe-
HaTalbHBIMH (pOopMaMu. AHTEHATAJIBHBIA CHHAPOM
Bartter 1 tuna (Antenatal Bartter syndrome type I)
oOycnosnen mytauueir B reae SLCI2AI, kaptupo-
BaHHOM Ha xpomocome 15ql15-q21, xoaupyer mto-
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MUHaJbHBIM KoTpancnoprep Na™-K*-CI- NKCC2,
(SLC12A1; OMIM 601678) [1, 2, 9].

AmnTeHaranpHbIN Bartter II Tuna oOyciosieH my-
tanueil B reHe KCNIJ I, kapTupoBaHHOM Ha XpOMO-
come 11q24, xomupyer ATd-3aBucHMEBI OelOK B
AT®-uyBcTBUTENBbHBIX KanueBbix kaHaimax (KCNJ1/
ROMK; OMIM 241200) [1, 2, 9].

IIpu I u II Tunax Bartter cunapoma y marepeit oT-
MedeHbl MHOTOBOHE, IPEXKIECBPEMEHHBIC POJIbI, Yy HO-
BOPOKACHHBIX — HEJOHOICHHOCTD, THIIEPKAIBLITYPHSL
u HepokanbimHo3 [1, 17, 23-25]. Ilo naHHBIM JMTE-
parypsl y nauueHToB ¢ Bartter cunapomowm II tuna ca-
MBIl BBICOKHH YpOBEHb Kalusl B IUIa3ME CPeld Bcex
dopm Bartter cunapoma. Y nereit ¢ Bartter cuaapo-
moM Il Tnna onpenensiercs nmpexonsIas TUIepKaIne-
MU B HeOHaTajabHOM nepuofe. [locne HeoHaransHOTO
nepuoja akTUBHPYIOTCS JPYrHe KajHueBble KaHAJIbI,
0co0eHHO Tak Has3biBaeMble BK-kananbl (akTuBupye-
MBI KaJblIMEM KaJHEBbIH KaHa), KOMICHCHPYIOIIUE
B nocnexytomiem notepro ¢pynxmmuun KCNJ1 [1].

Cuntes noyeynoro npocrarianguHa E2 (PGE2)
3HauuTeNbHO NoBbllIeH npu I, 11 Tumax Bartter cun-
JpoMa ¢ IPOSIBJICHUEM BO BHYTPHYTPOOHOM IIEpUOC
WIN Y HOBOPOXKACHHBIX C TSDKEJIBIM TeUEHUEM 3a00-
neBanus [ 1-3, 20, 23, 24]. [IpocTarinanauHbI SBISIOT-
Csl MOIITHBIMHA UHTUOUTOPaMU peabcopOIiu HaTpus U
MHTUOUPYIOT MPOHHULAEMOCTh BOJABI B COOMpATEIb-
HOM KaHaJle, YMEHbLIas SKCIPECCHIO aKBarnopuHa-2
u perienTopa V2, cnocodctBys nonuypun [21].

Cunraercs, 4TO MOBBIIICHHAS POAYKLHS IPOCTa-
[IaHAMHOB y MalMeHToB ¢ Bartter cunapoMoM 00b-
SCHSIET JKeTyI0YHO-KHILIEYHbIE CUMIITOMBI, 31€PKKY
pocTta u ocreonenuto [1-3, 20, 23, 24].

Bartter cunapom III Tuna, «knaccuyeckuii Bartter
cuaapom» (OMIM 607364) oOycnoBiieH MyTauusIMH
B reHe CLCNKB, kapTupoBaHHOM Ha XpOMOCOME
1p36, xomupyromeM Oa3onarepalbHBIA XJIOPHTHBINA
kaHan CLC-Kb, koTopblif mpeacTaBieH Kak B TOJ-
CTOH YacTH BOCXOIIIErO KOJICHA MeTiu [eHie, tak
W THCTALHOM M3BUTOM KaHaibIle [1, 9, 24]. eOroT
3a00seBaHusl HAOMIOMAeTCsl Yalle B MMOCTHATAJIBLHOM
nepuozae. Jletn 0ObIYHO POXKAAIOTCS B CPOK, B JIET-
CTBE KJIMHUKA C THUIHWYHBIMU 3JCKTPOIUTHBIMH Ha-
PYLICHUSIMU (THIIOKAJIUEMHs, THIIOXJIOPEMHYECKUH
MeTabonnyeckuil ankano3). bomee Tspkenbie (deHO-
THUIIBI MOTYT BKJIIOYaTh aHTECHATAJIbHBIC POSBIICHUS,
MHOTOBOJINE, TUIIEPKATIBLITYPHUIO U HEPPOKAIBIIMHO3,
runomarauemuto [1, 9, 16, 20, 24, 26].

Bartter cunnpom [Va tunma (OMIM 602522) BBI-
3BaH Mytanueil B rene BSND, kapTtupoBaHHOM Ha
xpomocome 1p31, komupyrommm Oenmok Barttin —
CcyObequHULYy 0a3onaTepajbHbIX XJIOPUAHBIX KaHa-
1o CLCNKA u CLCNKB [1, 2, 9].
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Bartter cuanmpom Vb tuma (OMIM 613090) 06-
YCIIOBJICH OJHOBPEMEHHBIMH MYTAlMsIMA B TEHaXx,
KApTUPOBAaHHBIX Ha Xxpomocome 1p36, 1p36.13 u
koaupytomux CLCNKA, CLCNKB, ¢ ¢enorunom,
cxonHbIM ¢ Bartter cunapomam ['Va tuna [1, 2, 9].

[Ipu Bartter cunapome [Va, IVb tunos ormeua-
10T MOJIMTUAPAMHUIO, PEXKICBPEMEHHBIE POJbI, UTO
MO3BOJIIET OTHECTH MX K «aHTEHaTaJbHbIM Bartter
CHHIpPOMam». Y MalMEeHTOB BBISBISIOTCS THIIEPKAJIb-
uuypus 1 HehpokanbLuHO3, runoMarauemus. Ilon-
tunbl Bartter cuanpoma [Va, IVb conpoBoxmarorces
HEHPOCEHCOPHOH TITYXOTOMH, MMOCKOIBKY 00a XJIOpH/-
HBIX KaHala U uxX cyobequHuna Barttin skcnpeccupy-
10TCsl BO BHyTpeHHeM yxe (Bbixon Cl oOecrneunBaer
JETIONSIPU3ALIMIO BOJIOCKOBBIX KJIETOK). [myxora Bo3-
HHUKAeT TOJIBKO B TOM Clly4yae, €ClId HapylleHa QyHK-
sl 00OMX TUIOB XJIOPUIHBIX KaHAJOB, 110 IPUYNHE
BBIPaXKEHHOT'0 HapyIllIeHHsl TpaHcmopTa xjuopa [1, 20,
27, 28].

Hano ormeruts, uto npu Bartter cunapome III
Trma Tpascnopt xjaopuaos uepe3 CLCNKA kana He
HapyuueH [1, 26-28]. Bce panee onucaHHbIEe MOATH-
nel Bartter cunapoma HaciaeayoTCsl IO ayTOCOMHO-
peueccuBHOMy TuMy [1, 2, 23, 24].

HenaBHo onmcana BpeMeHHas1, TsDKesask aHTCHA-
TajbpHas dopma X-cuerieHHoro Bartter cunmpoma,
00yCIIOBJICHHAs! MYyTalUUsIMH B T'€HE, KOAUPYIOLIEM
MAGE-D2 (anturen D2, acconnupoBaHHbIN ¢ Oe-
KOBOH MEJIaHOMOH), KapTUPOBAaHHON Ha XPOMOCOME
Xpll. B 0aze manusix OMIM Bartter cunapom V
THMAa 3aKkperieH nox Homepom 300971 [1, 9].

MAGE-D2 skcnpeccupyrorcst B TOJICTYIO 4acTh
BOCXOJISILIIETO KOJIEHA MEeTAH [eHne W ANCTalbHBIX
CerMeHTax HepoHa Kak B Pa3BUBAIOLIUXCS, TaK M
BO B3pociblx nmoukax. [en MAGE-D2 yBennuuBaer
skcrpeccuto NKCC2 B TONCTON 4acTH BOCXOASIE-
ro koneHa newu I'enne u NCC B aucTaabHOM H3BH-
ToM KaHanble. B orcyrctBue MAGE-D2 o6a tpanc-
nopTepa CBsI3aHbl B SHAOIIA3MATHUECKON CETH, YTO
NpUBOANT K cHIkeHHIo 3kcripeccu NKCC2 u NCC
Ha MeMOpaHe KJIETOK M pa3BUTHIO BpEeMEHHOTo (e-
Hotuna [1, 9]. ®ynkuus MAGE-D2 mensercs npu
CHMKCHUH OKCUTCHAIIUU TKAHEH, BCIEICTBUE CHIKE-
HUSl KPOBOCHAOKEHHSI MOYEK, KOTOpas MPOUCXOIUT
¢uznonornyeckn mnocue poxzaenus [1, 9, 29-31].
3a0oseBaHNe MPOSBISCTCS B AHTECHATAJIbHOM IIe-
puone. bepeMeHHOCTH CONPOBOKAAETCS TSKEIBIM
MHOTOBOZIMEM, MPEXKAEBPEMEHHBIMU pofaMu. Y HO-
BOPOX/ICHHBIX TUATHOCTHPYIOT THIIEPKAJIBbLNYPHIO,
rUIepMaruHuypuio, HehpokanbLUuHo3. Briocneacreun
TUIIEPKAJIBINYPUs], TUIEPMATHUYPHSI MOTYT IIPOXO-
JUTh WIN HOPMAJIN30BaThCs, XOTS HEPPOKAIBLHUHO3
MOXET COXPAHSATHCA.

Bartter cuaapoma V tuna (OMIM 300971) Hace-
nyercss X-CIEeTIEHHO PeleCCUBHO, OONEIOT MPEeuMYy-
[IECTBEHHO MaJBUUKU (PeIKo JAeBOYKH). B oTimuuwne
ot apyrux ¢opMm TeueHue Bartter curapoma V Tumna
MIPEXOAAIIee, CUMITOMBI HCUE3al0T TOCIE TEePBBIX
HEJeNb JXU3HU. JTa (QopMa CUUTACTCS IMOATHUIIOM
Bartter cungpoma V tuma [1, 30, 31].

Crnemyer OTMETUTh, YTO JIO OTKPBITHS MyTaIuit
rera MAGED?2 ayTocOMHO-JOMHHAaHTHas WU Ce-
MeWHasi THITOKAIBIUEMHUSI C TUIMOKAINEMUYECKIM,
TUTOXJIOPEMUYECKUM MeTa0OINYEeCKIM aJIKal030M
HaspIBasack Bartter cuapomMomM V TrIia, B HACTOsIIIEe
BpeMsl ee XapakTepu3yloT Bartter-mogooHo# dopmoit
cemeitHoi runokanbiemud [1, 30, 31].

3aboneBaHue CBSI3aHO C AKTHBHPYIOIIEH MyTaIlu-
ell B TeHe, KoJUpyroIeM 0azolaTepaibHbIN KaIbIIHii-
yyBcTBUTENbHBINA penentop (CaSR). Ilocne aktusa-
uuu peuentopa CaSR cumkaer aktuBHocTh KCNJ1
kaHana, NKCC2 korpancnoprepa u Na-K-AT®a3sl,
BEI3bIBast ()EHOTHIT, IMUTHUpYIOIINK Bartter cuaapom
[1,9].

AyTOCOMHO-IOMIHAHTHAs TUTTOKAIBITUEMHS TIPO-
SIBIISIETCS Yallle B TIOAPOCTKOBOM HJIH B3POCIIOM BO3-
pacre. B omnane ot manmeHTOB ¢ Bartter cuaipoMmom
y MAIUEHTOB C ayTOCOMHO-JOMUHAHTHOMN THITOKAJTh-
MeMHUe 0OBIYHO HAOITFOIAOTCS] CHMITTOMATHYECKAs
TUTOKAJIBITHEMHUS U THITEPKATBIINYpHsi, 00yCITaBIHBa-
rorrue HepokanpnnHo3. AktuBaius CaSR cHmxkaer
AKTUBHOCTH 0azollaTepasibHOTO KaJIMEBOTO KaHala
KCNJ10, obecrieunBaroniero penupKyIsu Kaus
Haj Oa3onarepalibHOM MeMOpaHOW sl TMOIepkKa-
Hus aktuBHOCTH Na-K-AT®a3bl. D ekt akTupanuu
CaSR B IHMCTaJIbHOM H3BUTOM KaHAJBIE OOBLSICHS-
€T THIIOMAarHUEMHIO, KOTOpas YacTo HaOIltomaercs
y HAUEHTOB C ceMeiHoW runokanbuuemueit [1, 9].
Hedpoxanbiimao3 HabOMrOmaeTcst mpu  ayTOCOMHO-
JIOMUHAHTHOH THUITOKAIBIIUEMUH C TUTIEPKAIBIIUYPH-
eH, SBJISICTCS KJIIFOU€BBIM CUMIITOMOM [ 1].

Hapsiny ¢ pazianuusivu B CpoKax MOCTaHOBKH JHa-
THO3a M CTENEHH TSDKECTH TyOynomaruu, ee (hopmbl
pa3IMYaroTCs MO YaCTOTE U CTENECHH BBIPAKEHHOCTH
TUIEepKaJIbIIMypud. Y TaIMeHToB ¢ Bartter cunapo-
moM [ unu II TunOB runepkanbLuypusi MOCTOSIHHA, HO
MOXKET ObITh YMEPEHHOH TN OTCYTCTBOBATH Y TMAIlH-
eHToB ¢ Bartter cuaapomom 11 mmu 1Va, IVb tumos
u y nanpenToB ¢ Gitelman curnpomom [1, 9, 20, 23,
24].

Gitelman cunapom y nereit

Gitelman cuHAPOM BBI3BaH TOMO3UTOTHOW HITH
CIIO’KHOM retepo3urotHoil Mmyranueid rena SLC12A3
Ha xpomocome 16q13 [1, 24, 33]. IIpu Gitelman cun-
JIpOME YCTaHOBJICH MEPBUYHBIN JIe(h)eKT B OJHOM W3
TPAHCIIOPTHBIX MEXaHU3MOB, YYaCTBYIOIIUX B peaod-
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cop6umu Na* u Cl” B tucTanbHOM H3BUTOM KaHAIbIIE,
KOTOpbIE TPAHCIOPTUPYIOTCA B KIIETKY JIOMUHAJIb-
HBIM KoTpaHcnoprepoMm xiopuaa Hatpusi (NCC).
AKTHBHOCTb TpPaHCIIOPTEPa B AMCTAJILHOM H3BUTOM
KaHaJIbLe 3aBHCUT OT aKTMBHOCTHU 0Oa3osiaTepalibHoO-
ro kamueBoro kanaia KCNJ10, oOecrieunBaroero
PELMPKYISILIMIO KaIKs uepe3 0a3onaTepaabHyo MeM-
Opany [1, 16, 19, 24, 32]. B ntucTaiibHOM U3BUTOM Ka-
Haspeie Ca’ u Mg" peabcopOupyrorest uepes TpaHc-
KJICTOYHBIH MyTh (M. puc. 2). Ca?* moctynaer B KieT-
Ky 4yepe3 momMuHanbHblil TRPVS kanan. On nokuaaer
KJIEeTKy uepe3 OazomarepanbHblii Na/Ca-oOMEHHUK,
koTopeli ynanser Ca u3 kietku B oOmeH Ha Na'. Ye-
pe3 karuoHHbli kaHan TRPM6 tpancnopt Mg' ocy-
LIECTBISICTCS TOCPENCTBOM OazonarepanbHoro Na/
Mg-oomennuka (cM. puc. 2) [1, 16, 19, 24, 32].

Kiunnyeckue nposiienusi: Gitelman cunnpom
BIiepBbie onucad B 1966 rony H.J. Gitelman [1, 33].
Gitelman cungpom (OMIM 263800) oOycnosien
mytauueid B reHe SLC12A3, xomupyromuit NCC
TPAHCIOPTEP, KOTOPBIH IKCIPECCUPYETCSl TONBKO B
JMCTAIbHOM M3BUTOM KaHajblie. Gitelman cunzpom
HacJeyeTcsl MO0 ayTOCOMHO-PELECCHBHOMY THILY,
MPOSIBIISIETCS Yallle B IIKOJIBHOM BO3pAacTe B BUJE THU-
MIOMarHeMHYECKHX CyAOpPOT, XapaKTepHU3yeTcsl TUIIO-
MarHeMHeH, TMIOKaJIueMHUeH, THUIIOXJIOPEMHYECKUM
METa0OIMYECKUM  aJIKaJI0O30M, THIIOKaJIbLIYPHEH,
orcyTcTBUeM HedpokambiiHO3a [23, 24, 34-40].
Gitelman cuHIPOM YacTO MOXET POTEKaTh OECCUM-
MITOMHO, TIPOSIBIISIETCS] MBILIEYHON c1a00CThIO, yCTa-
JIOCTBIO, OTPEOHOCTHIO B JOTALMU COJIH, >KaXKIOH,
HUKTYpUEH, 3a11opamMu, CyI0poraMu, criazaMmu B o0sia-
CTH 3aILICThsI MJIM MPUCTYNIAMH CYAOPOT, BbI3BaHHBIX
runoMarauemueit [41]. AprepuanbHoe [aBJICHUE
OOBIYHO HU3KOE, OCOOCHHO y MAIMEHTOB C TSDKEIION
rurnokajgueMueil u rurnomarauemueii [41]. Gitelman
CHHIPOM, XapaKTepU3yeTcs COYETAaHHEM TuIlepMar-
HUYPHH C TUIIOKaJbLUypHel. [ unepmaramypus oOy-
CJIOBJICHA CHMKCHHUEM JKCIPECCHU JIFOMHHAIBHOTO
maraueBoro kagaia TRPM6 B kieTkax aucTajIbHO-
ro u3BHTOrO KaHaibla. [logaBneHue TpaHcmoprepa
JIIOMUHAJIBHOTO MarHueBoro kanaina TRPM6 cBs3a-
HO ¢ MyTtanuid B NCC. ['mnokaneumypust siBisercs
CJIC/ICTBHEM IOBBILICHHOW MACCUBHOHN peabcopOuun
KaJbLUs B TOJICTON YaCTH BOCXOAALIECTO KOJIEHA MeT-
nu I'enne [19, 32, 33].

Ocnoxuenusimu  Gitelman cuHapoma SIBISIOTCA
XOHIPOKAJIBIMHO3 U CKJIEPOXOPUOUIANbHBIC Kallb-
IUpHUKALUU 32 CYET IOBBILICHUS PAaCTBOPUMOCTH
nonamu Mg" kpucraminoB nupodocdara kambLus,
MOBBIILICHHAsT PeadCcopOLMs KadbliMsl B MOYKAaX CIO-
COOCTBYET OTJIOXKEHHIO KajblMs. | HIIOMarHuemus
CIOCOOCTBYeT 00pa30BaHHUIO KPUCTAIIIOB MHPOdOC-

48

(hata xanpIHA B cycTaBax u ckiepax [1,20,24,41]. Y
nauueHToB ¢ Gitelman cHHAPOMOM OTMEYaeTcsl Io-
BBILIICHHAs! MUHEpaJIbHAs MJIOTHOCTH KocTH. Habro-
JaroTcsl 3allepKKa PocTa, MyOepTaTHOro pa3BHUTHS.
l'unokanuemuueckuii padIOMHUONIN3 AMArHOCTHPO-
BaH y HECKOJbKMX HauueHtoB ¢ Gitelman cuamapo-
MoM [20, 24, 41].

Seizures, sensorineural deafness, ataxia, mental
retardation and electrolyte imbalance (EAST wunm
SeSAME) cunmpom (OMIM 612780) obycnosneH
TOMO3UTOTHOW WJIN CIIOKHOW T€TEpO3UTOTHON MyTa-
nueil B rere KCNJ10, kapTMpoBaHHOM Ha XpOMOCO-
Me 1q23, npuBonsmiei k morepe GyHKIMHA Oas3ona-
TepanbHoro kanueBoro kanamna KCNJ10 [9, 42, 43].
Knnangecku Gitelman-nono6uas TyOynonarus mpo-
SIBIIIETCSI CYIOpPOraMu, HEHPOCEHCOPHOM TITyXOTOH,
aTakChel, yMCTBEHHOM OTCTAJIOCThIO U AUCOaIaHCOM
ANIEKTPOJIMTOB, MONUANIICHEH, Tonnyprel. CHHApOM
HacJIeyeTcsl ayTOCOMHO-PELIECCUBHO, Y MalMEHTOB
OTMHEYAETCs 3aJIePrKKa IICHXOMOTOPHOTO Pa3BUTHS —
YMCTBEHHAsl OTCTaJIOCTb, ajajiisl, TUIIOTOHHUS, Tpe-
MOp, MO3KEUKOBasi aTpo(us, TUIOKAINEMHS, THIIO-
MarHueMusi, TUIIOKAJIBLYPHUsl, TIOBBIIICHUE PEHUHA,
aNbJJOCTEpPOHA B KPOBH, METaOOIMUYECKUH ankajo3
[1,9].

[IpencraBnger cloXHOCTb JUATHOCTHKA ATUIINY-
Horo Gitelman cunapoma. Hamm omnucana penxas
¢opma TyOynonaruu — arunuyubii Gitelman cun-
IIpoM C TiepeOpanbHBIME Kanblinpukatamu [45]. B
3apyOeKXHOM NuUTepaType HaM BCTPETHIIUCH €AWHUY-
HbIE palboTHl, 0 KalbUUpHUKALUU Oa3aJbHBIX TAHIIIHU-
eB y nauueHTtoB ¢ Gitelman cuaapomom [40, 44-46].
A. Beltagi et al. (2015) B cBoeM HaONIOCHHH TpPaK-
TOBaJHM iepeOpabHble Kanbuuukars! npu Gitelman
CHUHIPOME KaK CJICJICTBHE SHIE(AIONaTu Ipyu MUTO-
XOHJpHUanbHOU nuTonatuu [40].

[lon mammm HaOmoneHneM HaxoasaTcss 4 mauu-
enra ¢ Gitelman cuHApOMOM, U3 HUX Y Manbyuka 17
JIeT BbIsIBJICHA aTunu4Has ¢popma. [lanuenT ¢ peaxoi
arunnuHoi opmoit Gitelman cunznpoma B accouna-
UM ¢ LepeOpanbHbIMU OMIIaTepabHBIMHU KallbLH-
¢ukaramMu B JIOOHBIX JOJIAX, Oa3albHBIX TaHIVIMAX,
MoO3KedKe. 3a0oneBaHue NpOsBIUIOCH THIIOMAarHue-
MHEH, TUIEPMarHuypHel, TUIOMarHHEMHYECKUMU
CYIOpPOraMH, MPEUMYIIECTBCHHO HM)KHUX KOHECYHO-
cTel, MeTabOIMUYECKUM aJIKaJI030M, THIIOKaIneMUei,
TUIOKAJIBIIIEMHUEH, THIIONAapaTUPEO30M U CHHKCHU-
€M UHTEJUIEKTa, HapyLIEHHEM KOOpIMHALMUHU C CO-
xpaHHOU QyHKIUEH mouek. [uddepennmanbras nu-
arHocTuka nposoxwiack ¢ 6one3nnto Gapa, Gitelman
cunpomom (OMIM 263800), Bartter cuaapomom 111
tuna (OMIM 607364), noyeyHol rurnomMarHueMuen
¢ runokansuunypuein (OMIM Ne 154020 myrauus B
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reae FXYD?2), mouednoit runomaranemueit 4 ¢ HOp-
Mokanbiuypueit (OMIM Ne611718, myranus B reHe
EGF, 131530), moyeunoi runnomarauemueii 6 (OMIM
Ne613882, myranus B rere CNNM2, 607803). Onna-
KO TpY TeHETHYECKOM TECTHPOBAHMU XapaKTEPHBIX
JUISl TIOYEYHOH TMIOMAarHMEMHUH MYTAlM I'€HOB He
YCTaHOBIEHO [45].

[Ipoeenennoe B 17 net y nanmeHTa MOJIEKYJIApHO-
TeHETHYECKOe HCCiIe0oBaHNe OOHApYXHUJIO TOMO3HU-
rotayro mytanuio p.Arg919Cys B rene SLC12A3,
koaupytomeM Oenok NCCT (THa3uI4yBCTBUTEIb-
Heli  Na/Cl koTpaHCHOpTep), XapaKTEpHYIO s
Gitelman cuHapOMa, YTO MO3BOJWIO BEPUPHULIUPO-
BaTh AuarHo3 [45]. llepeOpasbHbie KanblU()UKATHI
00yCIIOBIIMBAIOT TSDKECTh KIMHUYECKUX MPOSBICHUN
U OIpENeNsIIoT Mporuo3 arunuyHoro Gitelman cun-
npoma [40-46]. Kak n3BecTHO, 0a3aibHBIE TaHTIIAA
YYacTBYIOT B PEryJISILIMH LIEICHANPaBICHHBIX JIBHXKE-
HUM, KOOPAWHALMK TOHYCA MBI U TPOU3BOJIBHBIX
JBIDKCHUH. MO3KEUKOBbIE HAPYIICHUs] PaBHOBECHS
y TalMeHTa C JABYCTOPOHHMMH LepeOpalbHBIMU
KaJbUU(UKaTaMH BBIPAKAIKCh B TOJOBOKPYKCHUH,
paccTpoiicTBe MOXOAKM (XapaKTEpPHO IMOIIAThIBAHUE
0O0JILHOT0), IOTEepE TIAaBHOCTH JIBM)KEHHUI PYK U HOT,
WHTEHIMOHHOM TPEMOpE, 3aMEAJICHHH MPOU3BOJIb-
HBIX JBIKCHUN M PEUH.

'unomarauemMust MHIYLIUPYET CHHXKCHHE CEKpe-
LM TIapaTropMOHa ¥ THIIOKAJIbIMEMHIO. MbIIICYHbIE
MOACPTUBAHUS, TPEMOP U MBbIILIEUHAas CI1aboCcTh 00y-
CJIOBJICHBI HEMOCPEICTBEHHBIM BIMSIHUEM MarHus Ha
HEPBHO-MBIIICUHYIO TIepeady U COKPAIIEHHE MbIIILI,
a TaKKe THIOKAIbLIMEMUYECKUM 3()(HEKTOM rUIomar-
Huemun [45]. YV manueHTa CHMKEHBI KallbIuil/Kpea-
tuanHOBbIH HHAEKC (U Ca/Cr), mokasarenun Mg?*, K¥,
Ca*" B KpOBH, YTO COOTBETCTBYET JIAaHHBIM JINTEPATY-
pol [38—40]. KucinotHo-oCHOBHOE COCTOSIHUE KPOBU
y HMalMeHTa CO CIBUTOM B CTOPOHY METa00INUECKOTO
ankanosa ¢ noebienuneM HCO, . M30bIToK 0cHOBA-
HUI B KPOBH sIBIISIeTCA XapakTepHbIM i Gitelman
cuaapoma. MccrnenoBanue ypoBHsS peHUHA U albJ0-
CTepOHa B KPOBHM IOKAa3aJ0 HOPMaJbHbIC 3HAUCHHUS,
YTO OTMEUYEHO JPYrUMH aBTopamu [45].

PeabcopOumst Hartpus XxJopuza B JUCTANbHBIX
kaHasiplax npu Gitelman cunapome o0ycioBiMBa-
€T HOPMAJIbHYIO KOHIIEHTPALMOHHYIO (YHKIHIO I10-
yek [33, 47]. B omuuue ot Bartter cunapoma npu
Gitelman cunapome ypoBeHb npoctarmananHa E2 B
KPOBH M €r0 9KCKPELUs B HOPME.

l'unokanuemuyeckuil ankano3z npu Bartter u
Gitelman cunzpome 00yCIIOBIEH CHIKCHHEM pead-
copbums Na® B TOJCTOH BOCXOMAIIEH YacTH METIH
I'enne u nucCTambHOM HM3BUTOM KaHaJbLE COOTBET-
CTBEHHO, YTO HPUBOAMT K YBEIMYCHHIO CKOPOCTH

KaHAJIbLIEBOr0 KPOBOTOKA M YBEIMYCHUIO JIOCTABKH
Na' x 6onee aucrampHOMY OT/IENy HePpoHA. B coue-
TAHUM C aKTUBALWEH CUCTEMBbl PEHUH-aHTHOTCH3HH-
anppocrepo (PAAC) ctumynupyercs peadcopOuus
Na' B 4yBCTBUTENBHOU K ajbJOCTEPOHY YacCTH He-
(poHa ¢ OTHOBPEMEHHBIM YBEIUYCHUEM JKCKPELIUH
KruH[1, 20, 21].

HecmoTpst Ha BTOpUYHBIA THIIEPaANIBIO0CTEPOHU3M
(B pe3yabrare cokpalieHust 00bemMa BhIACISIEMOTO pe-
HHUHA), y naueHToB ¢ Bartter u Gitelman cunapomom
OTMEYaeTcs HOPMO- MJIM TMIIOTEH3MsI. ApTepraibHast
TUIEPTEH3MsI B JIETCTBE BCTPEUACTCS PEIKO, OIHAKO
y HEKOTOPBIX B3pOCIHbIX ManueHToB ¢ Gitelman cun-
JPOMOM B JJaJIbHEHIIIEM OTMEUCHO Pa3BUTHE apTepu-
anpHOU runeprensuu [36]. Ilo naHHBIM ITUTEpATypPHI,
apTepualibHasi TMIIEPTEH3Hs BbI3BaHA XPOHUYECKUM
BTOPUYHBIM THHepaipaocTepoHuzMom [48-50]. B
psizne paboT yKa3aHo, YTO Y alMeHTOB ¢ HEOOBSICHU-
MO TMIOKaJIHeMUeN W TMIIEPTOHNEN ONpenesuInch
MyTallMy B I'€HaX, BbI3bIBAIOIIUX Bartter u Gitelman
cunapom [50].

ITpu Bartter u Gitelman cunapome oOHapyKEHBI
MOBBIICHHBIH ~ YPOBEHb AaHIMOTEH3MH-TIPEBpalia-
toriero gpepmenta 2 (AIID 2), 4To mpUBOAUT K YBEIH-
YEHUIO KOHBEPCUH aHTMOTEH3MHOTEHA B Ba30uIaTa-
TOpHBIN nentuj aHrnoteH3uH 1-7 [48]. AII® urpaer
CYIIECTBCHHYIO POJb B TOMEOCTa3e apTepHaIbHOTO
JaBJICHNS, MHIYKIHUU SJICKTPUUCCKUX HApPYyLICHUH,
aHrMoTeH3uH 1-7 oOnagaeT aHTHAPUTMHUYCCKUMHU
cBolicTBaMu. JTO npoTHBOAeHcTBYET 3ddexty AIID,
KOTODBIH MpeBpalaeT aHrMOTCH3MHOTCH B BAa30KOH-
CTPUKTHBHBIN nentuja anrnoteHsud Il. Ilosslenne
AII® 2 u anruorenszuna 1-7 y nanueHToB ¢ Bartter
u Gitelman cMHAPOMOM CO BPEMEHEM CIIOCOOCTBYET
Pa3BUTHIO TUIEPTOHUM, TaK Kak cuctema AIID 2 u
AQHTMOTEH3UH 1—7 PeryaupyroT TOHYC COCYHOB, Kap-
JTIMOBacKyJsipHYyto Onomnoruto [1, 2, 8, 20, 48].

OnopHbIMH NYHKTAMH [JIsl JAMArHOCTHKHU
Bartter cunapoma y nereii siBJISIIOTCS:

NOJMUYpHsl, TONUIMIICUS, TEPUOANYECKH BO3-
HHUKAIOLME PBOTHI, AHOPEKCHs, Iuapesi, BELyle K
Jeruparalyy; TUIOKaJMEeMHUYEeCKUe Nape3bl, TIH-
MOKaJbLIMEMUYECKUE CYIOPOTH; CHIKCHHE B KPOBH
koHneHTpanuu K+, Na®, Cl, Ca™, Mg"; ciur KOC
B CTOPOHY METa0OIMYECKOro ajiKajao3a; yBeJIMYeHHE
pPEHUHa, ajbJI0CTEPOHa, npocTarianauia E2 B kpo-
BU; MOBBILICHUE HKCKPELMH Kajblus, Kanus (Oonee
20 MMOIB/CyT), HaTpHd, XJOpa, IpocTariananaa B2
C MOYOI{; HOpMaJbHOE WJIH HECKOJIBKO CHIKEHHOE
A]l; cHIDKeHHE KOHIICHTPAIIMOHHOW CIIOCOOHOCTH
nouek; ¢pyHkuus noyek no CK® coxpannasi.

PexoMeHIOBaHBI:  OCMOTpP  OKYJIHCTa,
jora, HeBpomarojora. IlokazaHo

cypao-
MIPOBCACHUC
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MOJIEKYJISIPHO-TEHETHYECKOTO HCCIIEIOBAHUS C TIIe-
JIBI0 YCTAHOBJICHHSI TeHETUYECKOTO THIa Bartter cuH-
JIpoMa y JeTeil.

[Ipenaranbuast nuarHoctuka BkiarouaeT Y3U —
MHOTOBOJINE, OIlpe/iesieHne  anbda-heTornpoTenHa,
aHAIIM3 OKOJIOTUIOJHON JKUIKOCTH, KOHIIEHTpPAIUU
XJIOpUJa aMHUOTHIECKOM YKUIKOCTH (KOHIICHTPAIIUS
XJIOpU/Ia aMHHOTHYECKOW KUJAKOCTH B HOPME COCTaB-
nsieT 109 Mr-skB/I ipu cpoke OepeMeHHOCTH OT 25
Hen u 107 Mr-skB/n nipu cpoke 37 Hen) [1, 2, 20, 24].

OkcnieptHeIii  koHCceHCye KDIGO (2017) [41]
chopMynHupoBan 3asBIIEHUE, HAPABICHHOE Ha CO3-
JaHWE TEPBOHAYAILHOW OCHOBBI JUISI TPOBEICHUS
KIIMHUYECKOTO ay/IuTa U yITy4IIeHUs KOHTPOJIS Kade-
CTBa MEAMIIMHCKOW ToMOIIM manueHTam ¢ Gitelman
CUHJIPOMOM, TIPEIJIOKHI PEKOMEH/IAIIUH 0 AHArHO-
CTHKE U JiedeHuto [41].

OnopHbIMH NYHKTAMH JJIS JAHATHOCTHKH
Gitelman cunapoma siBasitores [41]:

runokaguemus (<3,5 Mmonb/i), moreps xkamus (F/
Cr uanekc > 2,0 MMoiIb /MMOITh [> 18 MMOTIB/T]); Me-
Ta0OMMYECKUAN aJIKallo3; BHICOKME YPOBHH PEHHHA B
miasMe; runmomaraueMus (<0,7 mmonb/n [<1,70 mr/
1i1]); dpakunonHas Skckpenust Maraust ®OMg> 4 %,
runokansinypus — cootomenue Ca/Cr <0,2 Mmmosns/
MMoITh [<0,07 Mr/mr]; ¢ppakmoOHHAsT SKCKPEIHS XJI0-
puna> 0,5%; HU3KOE WKW HOpMalibHOE Hu3koe A/l;
no Y3U mouek orcyrcTBUE HEe(pOKAIbLUHO32, He-
(ponuTHaza, KUCT MOYEK.

[TokazaHO MOINEKYJISIPHO-TEHETUIECKOE TECTHPO-
BaHue Ui monTBepxkaeHus Gitelman cuHIpoma c
BBISIBJICHUEM JIBYaJUICIbHBIX WHAKTUBUPYIOMIHX MY-
tauuii B rene SLCI12A3 [41].

[Ipumeyanne: ais MUATHOCTUKU TOYEYHBIX TIO-
Tepb Mg?" OnpesensoT CyTOuHYI0 U (PPaKIIMOHHYIO
skckpenuio (POMg). Pacuer ®OMg npousBoauTcs
o popmyie:

OOMg = ([MgUr] x [CrP1] /0,7 [MgP1] x [CrUr])
% 100 %,

rae MgUr — Mg moun; CrPl — kpeatunuH mnas-
Mbl; MgPl — Mg mna3mer; CrUr — KpeaTHHHH MOYH.
OOMg Gonee 4% yka3blBaeT Ha MOYEUHBIC TIOTEPH,
OOMg meHee 2% yKa3bIBaeT Ha HKCTpapeHaIbHbIE
notepu Mg [45].

Tepanmusa Bartter cungpoma

Tepanusa Bartter cuHapoma mnpegycMaTpuBaeT
a/IeKBaTHOE MOTPEONCHUE >KUIAKOCTH, KOPPEKIHIO
HaTpusl M KaJlus, BOABI M JJIEKTPOJIUTOB, NPUMEHE-
HUE HECTEPOMJHBIX MPOTHMBOBOCHAINUTENBHBIX Ipe-
naparos. Jleuenune Bartter cunapoma HampasiIeHO Ha
ycTpaHeHue neunnura o0beMa KUIKOCTH U 3JIEKTPO-
JUTHBIX HapylmeHuil. MeaukamMeHTo3Has Tepanus
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MpHU JISTUpATAllii BKJIFOYaeT BHYTPUBEHHBIC Ka-
nesibHble MH(Y3UHM XJIOpHUJa HATPHS, XJIOpUAa Ka-
nust. [IpennouturenbHOM HAYaIbHOM Tepanueu y mna-
IUEHTOB C CHHAPOMOM Bartter siBisieTcsi coueTanue
HIIBIT (uHTHOMTOPHI CHHTE3a MPOCTATIaHIUHOB) U
KaJnii cOeperaronmx MOUYETOHHBIX, TAKUX KaK CITH-
POHOIIAKTOH WiH amuiopus (B mo3e a0 300 mr/cyT u
40 Mr/meHb COOTBETCTBEHHO).

WNupomeranuH — gepe3 poT B 1o3e 3—6 MI/KT/cyT; B
Oosee HU3KKX A03ax 1,5-3 MI/KI/CYT ¥ CIIMPOHOIAK-
TOH 5 Mr/kr/cyt, B no3e 1,5-2,7 mr/kr/cyt. Ocnox-
HEHUSIMH, BOSHUKAIOIINMU MTPH ITUTEITLHON Teparun
WH/IOMETAIMHOM, SIBJISIFOTCSI TACTPUT, SI3BBI JKEITy/IKa
[1, 20, 24]. Ha ¢doHe MTENBHOTO TPUMEHEHUS OT-
MedeHbI HopManu3aius yposHs K, Na B kpoBw, yimyd-
IIEHWE POCTa, YMEHBIIIEHUE PEHWHA M albJ0CTEPO-
Ha, YMEHBIICHNE THUNEPKAIBIIMYPUN Y TAIUSHTOB C
Bartter cuaapomom [1, 24]. CenekTuBHBII UHTHOU-
TOp NHWKIOOKCUTeHa3bl-2 — refecoxib B HavambHOU
no3e 0,6-0,7 mr/kr/cyt [20, 24]. [Ipumenenue MmeHee
TOKCHYHOTO TIperapara M3 TpyHIbl WHTHOUTOPOB
HOI'-2 poderokcnda Mmokazaao CHUKEHHE IOJIHY-
pHH, TUNEPIPOCTATIAHMHEMHH, THIIEPKAIBIINYPHUS
1 HepoxkanpiuHo3a [20, 24].

Jleuenue pereit ¢ Bartter cuHapomMoM Kanuii
cOeperammmmMi THypeTHKaMu (BEPOIINAPOH, CITH-
pononakToH B 1103e oT 200 go 300 mr/cyT) naet mo-
noxutenbHbIN dPdexT [20, 24]. [Ipemnaparsr kamus:
MaHaHTUH, acrnapkam, 7,5 % pacTBop XJopuaa Kaius
MoKa3aHbl IeTsM ¢ Bartter cuHIpoMoMm.

ABTOpPBI PEKOMEHIYIOT Ha3HAaYCHHE HHTHOUTO-
POB aHTHOTEH3MHA — aHTMOTEH3WH-TIPEBPAIAIOIIETO
tdhepmenta (AIID), yTo CHMXKAET MPOU3BOJCTBO aH-
ruotensuHa Il u anpgocrepona [2, 20, 24]. Onnako
OCTpO€ CHIDKEHHE YPOBHS UPKYIHPYIOMIETO aHTHO-
tensuHa Il Ha hoHe mpuema narHONTOPOB AIID MO-
JKET TPUBECTH K CUMITOMATUYECKON THIIOTCH3UH Y
maneHToB ¢ Bartter wim Gitelman CHUHJIPOMOM, YTO
TpeOyeT UCIIOIb30BaHus TIEPBOHAYAIILHO HU3KHX J103
[2, 20, 24].

Cy1miecTByeT MHEHHE, YTO OEPEMEHHBIM IIPH BbI-
paXeHHOM MHOroBoauu ¢ 31-i Hemenau MOKa3aHO
Ha3HAUEHUE HECTEPOHIHBIX MPOTHBOBOCIAINTEb-
Heix npenaparoB (HIIBII) ans momaBnenust mpowms-
BOJICTBA TpocCTarianauHa E M CHMXeHHs CKopocTh
MPOU3BOJCTBA aMHUOTHYECKON xkuakoctu [20]. Ox-
gako HaszHaueHue HIIBII sxenmmnam Ha 32-i1 Henene
OEpEMEHHOCTH WJIH T03)K€ MOXKET MPHUBECTH K Tpe-
KIAEBPEMEHHOMY 3aKPBITHIO apTePUATBHOTO MTPOTOKA
[1]. Jleuenue xeHIUH C TSXKEIBIM MHOTOBOJIMEM BO
Bpems Il TpumecTpa 6epemeHHOCTH TpeOyeT mepuo-
JIMYECKOTO JpeHaka OKOJOILIOMAHBIX BOJ WIIH, €CIIH
ucnons3ytorcs HIIBC, nosropHble yabTpa3ByKOBbIE
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HCCIIeIOBaHUE JJIsl OLIEHKH PAa3BUTHS TPEXCTBOPYATO-
ro kianana [1, 20, 24].

Tepamusa Gitelman cunapoma

Jetsim moka3aHa JUeTa ¢ BHICOKUM COJEPKAHUEM
CONIM ¢ KOppekuueu xanus u maruus [1, 2, 22, 32].
B orimnume ot Bartter cunapoma, npu Gitelman cun-
npome skckpennn PGE2 B Hopme, mosTtoMy mpueM
HIIBII ne onpasnau [20, 24]. Ilpu runoMarHueMuu
Ha3Ha4aloT npenaparsl Maraua. HavaneHast no3a co-
crasisier 300 mr/cyT (12,24 MMOIB) 3IEeMEHTapHOTO
Maraus (5 mr/kr y gereid, T.e. 0,2 MMOIB/KT) B Ta-
Onetkax 2—4 pa3a B JIeHb BO BpeMs €/lbl. YCTpaHEHUE
TUIIOMarHMeMHHU CIOCOOCTBYET HOPMaIM3aLuH YPOB-
Hs Kanus y nauuenTos ¢ Gitelman cungpomom. Kop-
PEKLMIO TUIIOKAIIMEMHH y IETEeH ClIeAyeT NPOBOAUTD
npu ypoBHe Kamus 3,0 mmonb/n u maraus 0,6-0,7
MMmon/n (1,46 mr/mm). Jlo3a muis mpemaparoB Kayus
>40 mmoune KCl1 (1-2 mmons/kr y aereit). [pu neue-
Hun Gitelman cuHApOMa MoKa3aHa JOTALMSI MarHus
Ha OPOTSHKEHUM BCEH JKM3HM MalMEeHTa. JTO JaeT
BO3MOXKHOCTh MPEAYNPEIUTh Pa3BUTHE CHMIITOMOB
TETaHUH U BOCIIOJIHUTH NE(UINT KaJUsl U XJI0pa.

Hosoe B Tepanuu

B nacrosiiiee BpeMsi NOSIBUIMCH IMyONUKaLUKM SKC-
MEPUMEHTAIbHBIX MCCIICIOBAaHUI Ha KUBOTHBIX C HC-
M0JIb30BaHUEM T'€HHOM TEeparuu, YCIEIIHOE Hallelu-
BaHue rena NKCC2 ¢ ageHOBHPYCHBIM BEKTOPOM Ha
TOJICTYIO BOCXOJIAIIYIO YacTh newin [enne in vivo [1,
2, 51, 52]. UroObl MpeaoTBpaTUTh MOIVIOIIEHHE aJie-
HOBUpYCa ICYECHBIO, BEKTOP ObUT HEMOCPEICTBEHHO
BBEJICH B MOYEUHYI0 apreputo. KoHKkpeTHbIe TpoMoTO-
PBI pa3palboTaHbl 1 HALEIHMBAHHUS BEKTOPOB Ha BBI-
OpanHbIif UM cerMeHT HedpoHa. [locne Tpancdeknmu
(mpouecca BBeICHUS HYKJIEUHOBOM KUCIIOTHI B KIIETKH
9YKapuOT HEBUPYCHBIM METOIOM) 3K30TCHHBIA U 3H-
norenHblii NKCC2 nelcTBUTENBHO KOIKCIPECCUPO-
BayIcs (TIpOLIECC, B X0/ KOTOPOTo HACIIEICTBCHHAsI MH-
(hopmartus ot rena npeodpazyercst B PHK nmm 6enok)
B TOJCTYK) BOCXOALIYI0 yacThb netiu lewnne [1-3,
20, 24]. Ucnonb3oBaHUE MOJIEKYISIPHBIX LIANEPOHOB
(manepoH — MOJICKYJIbl KMBOW KJICTKH, BOCCTaHaB-
JIMBAIOIIME [IEPBOHAYAIBHYIO KOH(OpMaIHIo OENKOB,
MOAJCP’KUBAIOIINE X B TAKOM COCTOSIHUHM, Kak OyaTo
OHH TOJIBKO YTO CHHTE3HPOBaHbI HA puOOCOMax, TAKUX
Kak 4-QeHnnOyTHpar) MOXKET YIIy4lIUTh JOCTaBKY U
BCTaBKY (DYHKIHMOHHUPYIOIIMX MPOTEHMHOB B KJIETOY-
HYIO CTEHKY 1 YaCTUYHO BOCCTAHOBHTH PeadCcOpOLII0
xyopuaa Hatpus [51, 52].

[Iporno3 Bartter cunapoMa y nereil cepbe3HBbIil.
[Ipu oTcyTCTBUM a1€KBATHOM TEpanuu JeTaIbHbII HC-
X071 BO3MOYKEH BCJICACTBHE TUIIOKAIMEMHH (OCTaHOBKH
cepana), 00e3BOKUBAHUS, BTOPUIHBIX HHpEKIHNA. Bo3-
MOXKHO IporpeccupoBanue Bartter cuaapoma B XpoHH-

YecKyto 00J1e3Hb II0YEK B AETCKOM Bo3pacTe. B pabote
A.J. Howie (2020) ormeuyeHo pasButue (hokaibHO-
CErMEHTapHOI0 IJIOMEPYJIOCKIICpo3a y TMAIHUEHTOB C
Bartter cunnpomom [ Tuna BenencTBue MyTanuy reHa
SLCI2A1, 4ro B mocienyomeM OpuBOIUT K UCXOIY B
XBII [53, 54]. DnekTpoauTHbIC HAPYLLIEHUs HanOoiee
BeIpaykeHbl pu MyTarusix CLCNKB [55]. Camxenne
CK® u nHapacraromas MpoTeMHYpHUs] MOAYEPKUBAIOT
HEOOXOIMMOCTh MOHUTOPUHTA (DYHKLIUH MOYCK.

TpaHcrulaHTaLuMs TOYEK BBHIIOIHEHA B HEKOTOPBIX
KJIMHUYECKHUX CIIydyasiX y HaunueHToB ¢ Bartter cun-
JPOMOM € MCXOAOM B TEPMHMHAJIBHYIO TIOUYEUHYIO He-
JOCTaTOYHOCTb WM C OCJIOKHCHUSMH, CBA3aHHBIMU
C THUIIOBOJIEMHEH, 3JICKTPOIUTHBIMH HapyLICHUSMH
u/unmn HedpoxaneuHOo3oM [20, 56]. IlamueHThl C
Bartter cunapomom, pocturmue 18 ner, AOMKHBI
NPEeeMCTBEHHO HaOJIIOaThCsl BO B3pOCIOi Hedpoo-
TUYecKoit ciyxoe [57].

SAKJIIOMEHUE

C momeHTa mepBoro omucanust Bartter cunapo-
Ma W3BECTHO 6 KIMHHKO-TCHETHMYECKUX BapHaHTOB.
MoneKyasipHO-TeHETHUECKOE TUITMPOBAHHUE ITPUBEIIO K
OTKPBITHIO HOBBIX I'€HOB, YUaCTBYIOIIMX B PErYJISLUH
CHCTEM TpPAHCIIOPTA HATpus, Kajdus W xJjopa. Bartter
CHHIPOM (aHTCHAaTAJIbHbIC THIIbI) SBISCTCS MOTCHLIH-
QJIPHO OIACHBIM JJISl J)KU3HM 3a0osieBaHueM. M3Bect-
Hble TeHETUYECKUe IPUYMHBI aHTeHaTaabHOro Bartter
CHHIPOMa HarpsMYIO BIMSIOT Ha MEXaHHU3MBbI, 00e-
cneunBatoiue peadcopoimro Na™ K™ 2Cl- B Toncroit
Bocxodsmerd vactu nerau lenne. Bartter cunapom
III, V TunoB xapakTepusyeTcs yMEpEHHBIMH IpPOSB-
JICHUSIMU M HIKOJIBHBIM BO3PACTOM peOeHKa K MOMEH-
Ty MaHudectanuu. JleueHne BKIIOYAaET KOPPEKLHIO
BOJIHO-3JIEKTPOJIMTHBIX HapyLICHUH, IPUMEHEHHE He-
CTEPOMIHBIX HPOTHBOBOCHAINUTEIBHBIX IPENapaTroB
C LIeJIbI0 MHTUOMPOBaHMS M30BITOYHOTO 0OPAa30BaHUS
noyeyHoro mnpocrarianauHa PgE 2. B omiuuume ot
Bartter cungpoma ¢ Oonee TSKEIBIMUA KIMHUYECKHU-
MH TPOSBICHUAMH y HOBOPOXKICHHBIX, I'PYIHBIX H
nereil panHero Bo3pacta Gitelman cuHIpoM HMeeT
TEHJCHUMIO K YCHJICHHMIO KIMHUYECKUX MPOSIBICHUM
y HOIPOCTKOB U B3pocinblx. Jledenue Gitelman cun-
JpoMa y JieTeil ¥ MOIPOCTKOB BKIIOYAECT KOPPEKLIHUIO
BOJHO-3JICKTPOJIMTHBIX ~ HAPYLICHUH, NpPUMEHEHHUE
NpernapaToB MarHus U JA0TalMIo cou. MoneKyssipHo-
TeHETUYECKOE TECTUPOBAHUE ITO3BOJISICT BHISIBUTH PEli-
kue, arunuaHble popmel Gitelman cuaapoma.
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PEDEPAT

B 0630pe npuBeaeHbl NCTOPUYECKME CBEAEHUSA U3YYEHMS KMCTO3a MOYek, MPOTEKAOLLEro C rMOMEpPYNSPHbIMU KUCTaMu,
06Cy>XaeHbl BOMPOCHI TEPMUHONOMNK, NpeacTaBneHa knaccudunkauma 3abonesaHnii, NPoTeKaLWMX C MOMEPYIOKMCTO30M
noyek. OnmMcaHbl 0COBEHHOCTM TEYEHUS, METOAb! AMArHOCTUKM, IEYEHUST U MPOrHO3 MMOMEPYSIOKMCTO3a MOYEK B AETCKOM
BO3pACTE, PEHasIbHbIE U 9KCTPapeHasbHble MPOSBAEHUS OBYX MOLATUMNOB HACNEACTBEHHOW MOMEPYNOKMCTO3HON 60ne3Hu
no4yek: ayToOCOMHO-AOMWHAHTHOW FMOMEPYIOKMCTO3HOM 60Ne3HM Nnovek, aCCoUMMPOBAHHON C MyTauusiMyi ypoOMOZy/nHA
(OMIM 609886), 1 ceMelHon rMnonIacTUYecKon rMOMepPyNOKMCTO3HOM B0Ne3HM NoYek, aCCoUMMPOBaAHHON C MyTauUaMU
HNF-1p (TCF2) rena (OMIM 137920). BblaeneHbl gnarHoctTnyeckas TeTpaga CEMENHON rMnonaacTMieckom rnoMepysiokn-
CTO3HOW 60ne3HN NoYek, 0COBEHHOCTH TeyeHust n NnporHo3 HNF-1B-accoummpoBaHHOro 3a6oneBaHns NoYeK C O4EHb PAHHUM
BoisiBneHnem (VEO-very early onset), MODY5 gnabeTa, BbiaBaHHOro mytaumein HNF-13 n cuHigpoma 17912 mukpogeneunm B
neTckom Bo3pacTe. 1o pesdynbraTtam ynbTpasBykoBOro uccnepoanus (Y3W), y nnoaa n HOBOPOXAEHHOIO BbISIBASIOT rune-
P3XOreHHOCTb MaPEHXMMbI NOYEK, 0OBEM KOTOPBIX YBEINYEH NI COOTBETCTBYET HOPMaJIbHbIM 3HAYEHUSM. MNoYeyHble KUCTbI
npw rMOMEPYIOKNCTO3E NMOYEK MESIKME, PACMOIOXEHBI B KOPKOBOM CO€E MM CyOKanCynspHO, €AVHUYHBIE NI MHOXECTBEH-
Hble, PedKo AnarHocTUpyemble B HeOHaTallbHOM nepuogae. Y aeten paHHero Bo3pacTta npu Y3U kapTuHa HapacTatowein rm-
NepaxoreHHOCTN NAaPEHXMMbI C BU3yanu3aLmen NoYeYHbIX KUCT B KOPKOBOM C/I0€ UK CyOKancynsipHoO, yMeHbLLEHNE 06bema
WA acuMmeTpus paaMmepoB noyvek. MoyeBo CMHAPOM NPU IMOMEPYIOKMCTO3€e NoYeK B AETCKOM BO3paCTe XapakTepuayeTcs
rematypuen, MUKPONPOTENHYPUEN, MarHNYpren 1 ypaTypuen B COYeTaHnUM C runocTeHypuren n nonmypuen. MonekynsapHo-
reHeTn4yeckoe NccneoBaHre BbiBASET MyTaLMIO FEHOB, OTBETCTBEHHbIX 32 PA3BUTHE HACEACTBEHHbIX 3a00NeBaHU, KOTO-
pble NPOTEKAOT C IMOMEPYIOKMCTO30M MOYEK, U BO MHOrOM ONpPeLEensieT NPOrHo3 1 TakTUKY BeAeHWs nauneHTa. Heob6xoanmbl
CUCTEMHbIN NOAX0A, B ANArHOCTUKE U NTIEYEHMM TNTIOMEPYJIOKMCTO3a NOYEK Yy AeTEN C LeNblo 3aMeJIeHnsi NPOrpecCcrupoBaHns
XPOHMYECKOW BONE3HM NMOYEK N BHEMOYEYHbIX MPOSBAEHUIA, COXPAHEHE NPEEMCTBEHHOCTN HABMIOAEHNS NALMEHTOB B Nne-
LONaTPUYECKON 1 B3POCNON HEPPOSTOrMYECKON CTPYKTYpPax.
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ABSTRACT

The review provides historical information on the study of renal cystosis that occurs with glomerular cysts, discusses terminol-
ogy issues and classification of diseases that occur with glomerulocystic kidney. The course features, diagnostic methods,
treatment, and prognosis of renal glomerulocystosis in children, renal and extrarenal manifestations of two subtypes of he-
reditary glomerulocystic kidney disease: autosomal dominant glomerulocystic kidney disease associated with mutations of
uromodulin (OMIM 609886) and familial hypoplastic glomerulocystic kidney disease associated with mutations of the HNF-13
(TCF2) gene (OMIM 137920). Diagnostic tetrad of familial hypoplastic glomerulocystic kidney disease, features of course and
prognosis of HNF-1p-associated kidney disease with very early onset (VEO), MODY5 diabetes caused by HNF-1p mutation and
17912 microdeletion syndrome in children were detected. According to the results of ultrasound examination (US), the fetus
and newborn reveal hyperechogenicity of the kidney parenchyma, the volume of which is increased or corresponds to normal
values. Renal cysts in glomerulocystic kidney are small, located in the cortical layer or subcapsularly, single or multiple, rarely
diagnosed in the neonatal period. In young children, US shows a picture of increasing hyperechogenicity of the parenchyma
with visualization of renal cysts in the cortical layer or subcapsularly, a decrease in the volume or asymmetry in the size of the
kidneys. Urinary syndrome in glomerulocystic kidney in childhood is characterized by hematuria, microproteinuria, magniuria
and uraturia in combination with hypostenuria and polyuria. Molecular genetic research reveals the mutation of genes respon-
sible for the development of inherited diseases that occur with glomerulocystic kidney, and largely determines the prognosis
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and management tactics of the patient. A systematic approach is needed in the diagnosis and treatment of glomerulocystic
kidney in children in order to slow the progression of chronic kidney disease and extrarenal manifestations, and to maintain
continuity of observation of patients in pediatric and adult nephrological structures.

Keywords: glomerulocystic kidney, classification, HNF-1p gene, MODY5, microdeletion 17q12, children
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AKTyabHOCTb MPOOJIEMBI TTIOMEPYJIOKHCTO3a TI0-
YeK I He(poJIOroB 00yCIIOBIICHA pa3HOOOpa3ueM
OTHUOJIOTUH, TETCPOTCHHOCTHIO KIIMHUKU U XapaKTepa
TEUCHUS, TPYAHOCTAMU paHHeﬁ JUArHOCTHUKU TTIOMEC-
PYJISPHBIX KHUCT B COYETAHUM C PUCKOM IIPOTPECCH-
poBaHUs XpoHHUYecKoi Oone3nn movek. [lox Tepmu-
HOM «TJIOMEPYJIOKHCTO3 TIOYEK» MOHUMAIOT TPYTITY
HACJIEZICTBEHHOM M MPHOOPETEHHOHN MaTONOTHH, Xa-
paxkTepH3yIoleiicss KNCTO3HBIM paciuiupeHrueM B 5%
KIIyOOUKOB TIpocTpaHcTBa Karcyiasl LIymimstHCKOTO—
boymena B 2—3 pasa ot HopMmEI [1-6]. B oTeuecTBeH-
HOHM W 3apyOeXHOUW ITUTEpaType MCIOIB3YEeTCS Clie-
IyIomas TEPMHUHOJIOTHS TIIOMEPYIOKHCTO3a TMOYeK
(tabm. 1).

CormacHO MexTyHapOIHOM CTaTHCTHYECKO Kitac-
cudukanun 0oje3Hel 1 mpoOieM, CBA3aHHBIX CO 3710-
poBeeM (MKB 10-ro mepecmotpa), TIOMEpYIOKHUCTO3
nouek He uMeet mmdpa. [lemecoobpaszHo paccmarpu-
BaTh ero B kiacce Q61 (KucTozHbie 0OJIE3HU MOUCK),
nomkacce Q61.8 (apyrue KucTo3HbIe 0OJIE3HHU ITOUEK)
WJIA B COOTBETCTBYIOIIHX KJlaccax M MOAKIIaccax, ¢ KO-
TOPBIMH ACCOITMMPOBAH ITIOMEPYIOKHCTO3 TIOYEK.

bnaronaps nocTrxeHHAM MOJIEKYISPHOW OMOJI0-
TMW U TCHETHUKU BBIACIICHA ayTOCOMHO-JOMUWHAHTHAasA
TyOyJIOMHTEpCTUIMATBHAS 00JIe3Hb TTOYeK (autosomal
dominant tubulointerstitial kidney disease), u3menu-
JINCh KPUTCPUN JUATrHOCTHUKHU, TAKTHKA U O KUAaCMbIC
HNCXOAbI COCTOSIHI/II‘/‘I, ACCOLMHUPOBAHHBIX C MyTallUAMUN
UMOD, HNF1 renos [7].

HcTopus Bompoca

Onucanus BpOXXICHHOIO KHCTO3a IOYEK C IJIO-
MEpYJSIPHBIMM KHUCTaMH OIyOIMKOBaHbBI B pabo-
tax aBTopoB XIX—XX BexkoB (H. Ribbert, 1889;
E. Ziegler, 1902; A. Roos, 1941) [8, 9]. Tepmun
«glomerulocystic kidney disease» BBeaen J.B. Taxy n
R.B. Filmer B 1976 roxy u ucronp3oBaics Mpu Bcex
TUIAX JIOMEPYJIOKHCTO3a MOYEK, B HACTOsIIEE Bpe-
Ms1 OOJIBIIMHCTBOM aBTOPOB MIPUMEHSETCS JIUILb JJIs
0003HaYCHUS HACIIEACTBEHHBIX (CEMEHHBIX) clryda-
eB pgaHHoro ¢enoruna [§8, 9]. [momepymokucro3
IIOYEK Yalle AMArHOCTUPYIOT Y HOBOPOXKICHHBIX U
JeTel paHHEeTo BO3pPacTa, ONMKUCAHBI CIIOPAINUYECKHE
ciaydau y B3pociubix [10]. J. Bernstein (1993) ykazan
Ha OTIIMYUTENIbHYI0 0COOCHHOCTb TJIOMEPYJIOKUCTO-
3a HOYEK Cpeau APYTHMX KUCTO3HBIX 3a00JeBaHUM
rmodek (pacronokeHne HeOOJIBIINX KUCT MPEUMY-
IIECTBEHHO B CyOKarcynspHOW 0OJacTH KOPKOBOTO
CJIOSI MAPEHXUMBI 00CUX MOYEK) M BBIIEIMI THIIBI
(xaTeropun) 3a0oNeBaHWM, MPOTEKAIONIUX C TJIO-
MEpYJSIPHBIMH KHCTaMH, KOTOPBIE JIC[JIM B OCHOBY
COBPEMEHHBIX KJacCU(PUKaUUN IIIOMEPYIOKHUCTO3a
mouek [2].

B xnaccudukanmu H.Liapis, P.Winyard (2006)
u S.M. Bonsib (2009) BeiaeneHsl 3a00IeBaHMsI, Xa-
PaKTEPU3YIOIIUECS] HATUIUEM TJIOMEPYISAPHBIX KUCT
[11, 12]. Ha ocHOBe peTpOCneKTUBHOro aHanu3a 234
ciry4aeB (10 JaHHBIM juTeparypsl) u 20 coOCTBEH-
HBIX HaOmonenni, J.K. Lennerz u coasr. (2010) BBI-

Tabnuua 1/ Table 1

TepMUHONOrns rMoOMepyJsIoKUCTo3a NoYek
Glomerulocystic kidney disease terminology

B oTeuvecTBEHHOW nuTEpPaATypE

B 3apybexHoi nutepartype

[MomMepynokmMcTo3 noyek

Glomerulocystic kidney (GCK)

IMomepynokMcTo3Has 60/1e3Hb NoYek

Glomerulocystic kidney disease (GCKD)

KncTtbl noyek n cunapom aruabeta (RCAD-cuHapom); cemein- | Renal cysts and diabetes syndrome; RCAD, Maturity-Onset Diabetes
Has rnoniacTnyeckas rmoMepynokmMcTosHas 6onesHs novek, | of the Young TYPES; MODY5; HNF1B-related autosomal dominant

accoummnpoBaHHas ¢ mytaumsammn HNF-16 (TCF2) reHa

tubulointerstitial kidney disease (ADTKD-HNF1p)

IvnepypukemMmmyeckas HedpponaTns; ayToCoMHO-aomMuHaHTHas | Familial glomerulocystic disease with hyperuricemia; UMOD-related au-
rnoMepysiokKncTo3Has 6051e3Hb Noyek, accoummpoBaHHas ¢ | tosomal dominant tubulointerstitial kidney disease (ADTKD-UMOD)

MyTaumsammn ypomogynunHa (UMOD)

OyeHb paHHee Hayaso rMoMepPYIOKMCTO3a NoYeK

«Very early onset» glomerulocystic kidney

Mo3saHee Hayasno rMoMepPYyIOKMCTO3a MoYekK

«Late onset» glomerulocystic kidney
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Tabnuua 2 / Table 2

Knaccudukaumusa v KNIMHUKO-reHeTU4YecKas xapaktepmucTtuka 5 Tunos 3abonesaHuit,
npoTeKaloLwmx ¢ rmomepysiokucto3om nodek H. Liapis, P. Winyard (2006), S.M. Bonsib (2009)
B moandukauum J.K. Lennerz u coast. (2010) [no gaHHbIM 3, 6, 8,9, 11-17]
Classification and clinical/genetic characteristics of 5 types of diseases associated with
glomerulocystic kidney H. Liapis, P. Winyard (2006), S.M. Bonsib (2009)
as modified by J.K. Lennerz et al. (2010) [by 3, 6,8,9, 11-17]

OMIM leH Hacne-
[oBaHve

Tun |. TNOMepynoknUCTo3 NoYek, accoummpoBanHbii ¢ ALAMNT /AP

MmomepynokncTod noyek npu AN

173900 |PKD1 (16p13.3) AD
613095 |PKD2 (4g22.1)
600666 |PKD3 (11q12.3)

MmomepynokncTos noykm npm APIMM

263200 |PKHD1 (6p12.3-12.2) | AR

Tun Il. HacnencteeHHas rMoMepynokKMcTo3Hasa 601e3Hb MOYEK (CUHOHMM: INTOMEpPYJIOKMCTO3Hast 60/1e3Hb NMoYyek)

AyTOCOMHO-A0MMHAHTHAs [MOMEPYJIOKMCTO3Has 60/1e3Hb NoYeK, aCCOLMMPOBaHHAs C
MyTauMsiMU ypOMOZYIHA /
MMomepynokncTosHas 6051e3Hb MoYek C rmnepypukeMmert U M3ocTeHypue

609886 | UMOD (16p12.3) AD

CemeitHas rmnonniacTuieckasl rfioMepyiokMCTO3Hast 6one3Hb Novek, aCCOLMMPOBaHHAs
¢ mytaumsammn HNF1B (TCF2) rena /

KucTbl noyek v cunapom amnabeta (RCAD-cuHapom) /

MHcynnHHe3aBNCKMBI caxapHblii anabeT (B3pochblid Tvin) y monoapix (MODY-Tun
5)/

CeMelHbI/ rMnonaacTU4eCKnin MoMepyJsIoKUCTO3 NoYeK/

HNF1B-accoummpoBaHHasi ayTOCOMHO-AOMUHAHTHas TyOynonHTepcTuumansHas 60o-
nesHb novyek (ADTKD-HNF1B)

137920 | TCF2 unn HNF-1B AD
(17912)

Tun lll. CuHapoManbHbIii FITOMEPYIOKMCTO3 NoYek

ApTPOrpuUnno3HO-noYeYHbI AUCPHYHKLUMOHAsbHbIN XonecTas

208085 |coOTBETCTBYET CMHOPOMY

BanI/IMeE}OMeJ'lI/Iﬂ-I'IO‘-Ie'-IHbIﬁ CUMHAPOM

113470

Cornelia de Lange cnHgpom

122470/
300590

Cunppom ayHa

190685

Marden-Walker cuHapom

248700

Meckel-Gruber cuHopom

249000

OpodaumogmrutanbHbiili CUHOPOM, Tun |

311200

Robert cuHgpom

269000

CuHAPOM KOPOTKUX pebep-nonmaakTuinm

263530/
263520

Smith-Lemli-Opitz cuHgpom

270400

Ty6epo3HblIii CKIepo3

191100

Zellweger LepebporenaTtonoyeyHbli CUHAPOM

214100

Tpucomusa 13 (Patau cungpom)

Tpucomus 9

Tpucomus 18 (Edwards cuHopom)

Jeune cnHapom TopakoachuUKTUHeckom guctpodum

208500

Hippel-Lindau cungpom

193300

Rizzoni cungpom

Tun IV. O6CTPYKTUBHbIN IMOMEPYIOKMCTO3 NoYeK

C nnu 6e3 gmucnnasum CAKUT (MoXeT ObITb OLHOCTOPOHHUM)

He HacnepyeTtcs

Tun V. Cnopagnyeckumin rmomMepyJsioKMCTo3 Novek

Mwemunyeckuii rmomepynokncTos noyek (cknepos, N'YC, 60n1e3Hb TOHKMX Ba3anbHbIX
MemMOpaH)

MomMepynokncTo3 noyek, MHAYLUMPOBAHHbIN NPUEMOM NEKAPCTB (NTUIA)

He Hacnepyetcs

JIeJIEHBl CHHIIPOMBI, IOPOKU pa3BuUTHs, accoruupo- Bonsib (2009) B Mmonudukanuu J.K. Lennerz u coasT.
BaHHBIE C [JIOMEPYJIOKMCTO30M Iouek, ycranosiensl  (2010) 3,6, 8,9, 11-17].
MOJIEKYJISIPHO-T€HETHYECKHE 0COOEHHOCTH ITIOMEpY- JlnarHocTuka

JIoKHcTo3a mmouek [8]. B Tabm. 2 mpexcrasiieHa Kiac-
CI/I(l)I/IKaIII/IH 1 KIIMHUKO-TCHETUYCCKasd XapaKTCPUCTHU-
Ka 5 TUMOB 3a00JIEBaHUMN, MPOTEKAIOIINX C TIIOMEPY-
nmokucro3oM mmouek H.Liapis, P.Winyard (2006), S.M.
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[T1oMepyoKnCTO3 MOYEK dyalle yCTaHAaBIMBAIOT
IIOCJIE UCKITIOYEHUS] IPYTHX KUCTO3HBIX 3a00I€BaHUM
nouek [18-21]. ¥V nereii rpyaAHOro U paHHEro Bo3pac-
Ta Yalie AUAarHOCTUPYIOT CEMEHHYI0 HIIoIIacTuye-
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CKYIO TJIOMEPYJIOKHCTO3HYIO 00Jie3Hb mouek. Berpe-
YaeTcsl CHOPaguueCKUI THII TNIOMEPYIOKHUCTO3a OUEK
y IeTei: y peOeHKa paHHEro BO3pacTa, MOoJIy4aBIIero
IMau3 B TeUEHHE 2,5 JIeT, IpH JICUCHUH aTUITMYHOTO
reMoJuTUKO-ypeMuueckoro cunapoma (I'YC) nwma-
THOCTHPOBAHbI [TIOMEPYJISIPHBIC KHCTHI IPH HEPPIK-
TomuH [6]. Penkumu cirydassMu sIBISIFOTCSI COUYETAHUE
[JIOMEPYJOKHCTO3a MOYEK U renaTod1acToMBbl ¢ MeTa-
CTa3aMH B JIeTKHe y peOeHKa B Bozpacte 5 mec [22],
OIMCaHNE ITIOMEPYIOKHCTO32a MOYEK Y MIIaJIeHLIA IIPH
runomenanose Mto [4]. ImoMepynoKUCTO3 MOUYEK y
miona sBisiercss npuunHoil popmuposanus Ilotrep
MOCIIeI0BAaTEIbHOCTH, PEHAIIBHOE MAJIOBOINE Pa3BU-
BaeTCs Ha MO3JHHUX CPOKaxX IeCTalllu, HOBOPOXKACH-
HBIH C TJIOMEPYITOKHUCTO30M [TOYEK HE UMEET TSKENIOH
TUIIONJIa3UM JIETKUX, TSKECTh COCTOSHUSI B HEOHa-
TalbHOM Iepuofe OOyCJIOBIICHA aHypUEH, OCTPHIM
noBpexaeHueM novek [17]. Ilpu BeisiBIeHUM TI0Me-
PYJIOKHCTO3a Y HOBOPOXICHHBIX IPUMEHSIOT TEPMUH
«O4YCHb paHHEE Hadajao» IJIOMEPYIOKHCTO3a MOYEK
(«very early onset» glomerulocystic kidney). He BbI-
SIBJICHO 3aBUCHUMOCTH CKOPOCTH IIPOTPECCUPOBAHNS B
xpoHnueckyto 0onesns mouek (XbII) or Bo3pacra, B
KOTOPOM JHAarHOCTHPOBAHO 3a0ojieBaHUE, ITIOMEpPY-
JIOKHCTO3 C «O4YEHb PAHHUM HAyaJIOM» MOXKET UMETb
ObICTpOE MPOrPEeCCUPOBAHUE 10 TEPMUHAIBHON ype-
MHUHM B PaHHEM BO3pacTe WJIHM MEIJIEHHOE Mporpec-
cupoBanue B XbII. TepMuH «mo3znHee Hayaaoy» rio-
MepynokucTo3a mouek («late onset» glomerulocystic
kidney) wcmons3yroT y B3pOCHBIX TPH CIIy9allHOM
BBISIBJICHUN 3a00JIeBaHUsl C MEIJICHHBIM MPOTpecCu-
poBanuem B XbII [8, 10].

Oco0eHHOCTH NPOSIBICHUI [TIOMEPYI0KHCTO32
MOYeK NPH yJIbTPa3ByKoBOM ucciaenosanun (Y3HN),
komnboTepHoii ToMorpaguu (KT), marautHo-
pe3oHaHcHoi Tomorpaduu (MPT)

Haubosnee xapakrepusivMu npusHakamu Y 3U npu
[JIOMEPYIOKHCTO3€ MOYEK Y MII0Aa U HOBOPOXKICHHO-
IO SIBJIIIOTCS] THIIEP3XOTCHHOCTh TaPEHXUMBI TIOYEK,
00beM OYEK B HOpPME UJIH YBEJINYCH, UTO 3aTPyJHSET
muddepennuanbayto nuarHoctuky ¢ APIIIL. Pexey
IUI0/1a ¥ HOBOPOXKIEHHOIO Ha ()OHE YBEIMYCHHOTO
o0beMa MOYEK Pa3InYMMbl MEJIKHE KUCTbI, YIUTbI-
Basi ayTOCOMHO-IOMUHAHTHBIM THIl HACJIECAOBAaHUS,
caenyet uckaounTs AJIIIII ¢ oueHb paHHUM BbISIB-
nenuem [19-21]. B pannem Bo3pacte Ha ¢oHE Ha-
pacTaomeil rUIepIXoreHHOCTH HapeHXUMBI MOYEK
Oosee pa3IMYMMbl €AMHUYHbIE MIIK MHOXXECTBEHHBIE
MEJIKHE KOPKOBBIC, CyOKarcCyasipHble KUCTBI (OQHO-
CTOPOHHMX WJIM IByCTOPOHHUX ), yMEHBLICHHE 00be-
Ma IOYEeK WM ACUMMETPHs pa3MepoB IMOYEK, XapakK-
TepHbl aHoMannK YJIC, my3bIpHO-MOYETOUHUKOBBIN
pediaroke, MyaTbTUKUCTO3 TOYKH [9, 23-28]. BrisiB-

JICHUE KUCT B KOPKOBOM CJIO€ APEHXHUMBI — BaXKHBIH
JUArHOCTUYECKUH KPHUTEPHH IJIOMEPYJIOKHCTO3a
MoYeK, OfHako MeToAsl Y3U m KoMIbIOTEpHOH TO-
Morpaduu (0cOOEHHO 0e3 YCHICHHS KOHTPACTH-
POBaHUEM) DPEIKO IMOATBEPKAAIOT TIIOMEPYJSPHbIC
KHCTBI, YTO 3aTPyAHSCT PAHHIOW IMAarHOCTUKY [9,
28]. MarauTHO-pe30HaHCHAs! TOMOTpadus SABISETCS
Hanbonee HPOPMATUBHBIM METOAOM BU3YyaTU3ALIH
MJIOMEPYJISIPHBIX KUCT Yy IeTed u B3pochbix [9, 23,
29]. [nst TA0OMEpYISIPHBIX KUCT HE XapaKTePHBI ObI-
CTpbIE TEMIIbl POCTA, OMMCAHBI OJMHAKOBON (POPMBI
U pazMepa MeJIKHEe KUCTBI B KOPKOBOM CJIOE TTOYEK, Y
B3POCIJIBIX NMALMECHTOB BCTPEUAIOTCSI CIIy4an BhIsBIIC-
HUS TIOMEPYJISIPHBIX KUCT pa3mepoM 67%50 mm [3,
8, 91.

I'mcronioruyeckasi KAapTUHA IVIOMEPY/IOKHCTO-
3a novek

KucTtsl npoucxonsat u3 kancynsl boymena uinu Ha-
YaJIbHBIX OTJIEJIOB IPOKCUMAJIbHBIX U3BUTBIX KaHAJIb-
LB, BBICTJIAHBI KyOWYECKMM OSIMUTEIHEM M Xapak-
TEPU3YIOTCSl PACIIMPEHUEM IMPOCTPAHCTBA KarCyJlbl
Boymena Gonee yem B 2-3 pa3za OT HOPMBI («KHCTa
KIIyOOUuKa»), C)KaTHEM U CMEIICHHEM KallWJISIPHBIX
nerenb Kiyoouka. KiyOoukn kakyTces: MIIEMHYECKH
yCTapeBLUIMMU M MEJIKUMH. XapakTepHa (uOpo3Has
TUNEPIIa3us WHTUMBI cocyloB. B mHTepcTHiuM
BUAHBI MHQUIBTPaThl JuMdouuToB. KaHambisl He
n3MeHeHbl. Ha npononbHOM cpese MOouKu KOPKOBBIH
cioil mpexacrasieH Auddy3HO pacnoaoKeHHBIMU
MeakuMu kuctamu [3, 8, 9]. Ilpu momepynokucTose
MOYEK B CTPYKTYPE HACJICACTBCHHBIX CHHAPOMOB H
XPOMOCOMHOM MaTOJIOTMY TUCTOJIOTHYECKasi KapTUHA
HepoOHonTara pa3u4Ha, HO C 00sS3aTeNFHBIM Ha-
JMYUEM KUCTO3HOM AMJIaTalvy MPOCTPAHCTBA KaIlCy-
ael boymena [3, 5]. Ilpu HacneACTBEHHOM U cIopa-
JMYECKOM INIOMEPYIOKUCTO3€E TIOYEK Y AeTeH paHHEro
BO3pacTa BCTPEYaeTCs AWCIUIA3USI MO3TOBOIO CIIOS
napeHxXumbl noyex [19].

Cpenu nposIBICHUI MOYEBOTO CHHAPOMA TIPH I10-
MEPYJIOKHCTO3€ TIOUEK BCTPEUYAIOTCS FeMaTypHsl, Mar-
HUYpUsl, YpaTypus, IPOTEUHYPHs], HE TOCTUTAIOLIAs
CTCIIEHH HE(PPOTUUECKOrO CHUHIPOMA, XapPaKTEPHBI
runocTeHypus u noauypus [30-39].

MornekyIIpHO-TeHEeTHUECKUH  aHalnu3  SIBIISETCS
COBPEMEHHBIM METOIOM AMArHOCTHKH THIIA TJIOME-
PYJIOKHCTO3a ITOYEK, TO3BOJISICT ONPEACIUTh MPOTHO3
3aboneBanus [3, 7-9, 14-17].

HacnencrBeHHasi rioMepyJioKuCTO3HAast  00-
JIe3Hb MOYeK

AYTOCOMHO-IOMUHAHTHAs IJIOMEPYJI0KHCTO3-
Hasi 00JIe3Hb MOYeK, ACCOLUMHUPOBAHHAS € MYyTa-
uussmMu ypomoayauna (OMIM 609886; familial
glomerulocystic disease with hyperuricemia;
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UMOD-related autosomal dominant tubulointer-
stitial kidney disease; ADTKD-UMOD)

I'en ypomonynun (UMOD, UROM, UMO) pac-
MOJIOKEH B TEHOMHOM JIokyce 16p13.11-p12.3. Onu-
cano Oosiee 30 myranuit UMOD, GOJBIIMHCTBO 13
KOTOPBIX PacIojIOKeHbI B 4-M 9K30HE («ropsidas To4-
Ka») [9].

L. Rampoldi u coasr. (2003) mpeacraBuin ce-
MEHHBIA cay4ail TIIOMEpYJIOKUCTO3HON OOJIe3HU TIO-
YeK MPU MyTallH B TeHe, KOAUPYIOIIEM YPOMOIYIUH
[40]. OTO OTKpBITHE MO3BOJINIO BHECTH IIIOMEPYJIISp-
HYIO KHCTO3HYIO 00JIe3Hb TI0UEK B IPyIINy 3a00ieBa-
HUH 1o O0LIMM Ha3BaHUEM «OOJIE3Hb HAKOTUICHUSI
YPOMOIYJIUHA» HITH «yPOMOIYIHH-aCCOLMUPOBaHHAS
0O0JIe3Hb TOYEK», KOTOpasi BKIIOYACT TaKkKe ceMeii-
HYIO IOBEHWIBHYIO THIIEPYPUKEMHUYECKYIO Hedpora-
turo (OMIM 162000) u Meny/UIIpHYIO KHUCTO3HYIO
Oone3nsb mouek tumna 2 (OMIM 603860) [1].

l'unepypukemusi, aprepuajbHas THUIEPTECH3US,
YMEHbIIEHHE KOHILEHTPAllMN ypOMOAYJINHA B MOYE,
TyOyJOMHTEPCTUIMANBHBIA PUOPO3 W Mmporpeccu-
pyroliee CHIKEeHUE (PYHKIHMU TIOYEK — XapaKTepHOe
MpOosIBIICHHE BCEX Tpex 3a0o0JeBaHUil, CBSI3aHHBIX C
MyTausiMu ypomoayiuna [7, 19, 41]. 3abonesanue
MMeeT ayTOCOMHO-/IOMMHATHBIN THIT HacJIeI0BaHUs B
cembe. [lo pesynasratam Y3 nu MPT pasmep nmouex
MOXET OBITh Pa3IMYHBIM, MOYECBOH CHHIPOM B BHJE
reMaTypuH, IPOTEHHYPHHU; XapaKTepHa THIIEPIXOTreH-
HOCTb KOPKOBOTO cJios TapeHxuMsl [19, 25, 29, 40].

CKpHHUHTOBBIE METO/BI JIOJDKHBI BKIIIOUATh Iie-
JICHANpaBJICHHBIN CeMEHHbIN aHaniu3 ¢ 1000cieno-
BaHUEM YJICHOB CEMBH, OIpEJeIeHHe MapaMeTpoB
pEHAJIBHOM IKCKpPELIMH MOYEBOW KHCIIOTHI, OLEHKY
TyayOsSpHBIX QyHKIUH [7].

CemeiiHasi TUNOMJIACTHYECKAS] TJIOMEPYJIOKH-
cTO3HAsA 00JIe3Hb MOYEK, ACCOMNUPOBAHHAS C MY-
tanusimu HNF-1p (TCF2) rena (OMIM 137920;
ORPHA 93111; HNF1B-related autosomal domi-
nant tubulointerstitial kidney disease; ADTKD-
HNF1B; MODYS5; RCAD cunapom)

Yacrora HNF1B (HNF-1p)-accounupoBaHHbIX
3a00JcBaHUI TOYEK He YyCTaHOBIeHa, B Muuu-
[Mupenen u JIumysen coctasuster 1:67 000, apnssch
B 3TUX pernoHax PpaHIUM BTOPHIMU IO PacCIpo-
CTPAaHEHHOCTH HACJIEACTBEHHBIMU 3a00JIEBaHUSIMH
noyek [42]. CemeliHasi TUIOIJIACTHYECKas TJIOMeE-
PYJIOKHCTO3HAsT 0OJIe3Hb MOYEK, acCCOLMMPOBAaHHA
¢ myrtamusimu HNF-1B/TCF2 rena wim HNF-1(3-
acCOLMMPOBaHHAs ay TOCOMHO-A0OMHHAHTHAS TyOyI10-
MHTEpCTULIMaIbHAs 0ose3Hb mouek (OMIM 137920),
spisieTcs opdanHbM 3a6oneBanneM (ORPHA 93111)
¢ yacrotoit 1-9:1 000 000 nacenenus [1, 43].

I'en ¢paxropa Tpanckpunuuu 2 (TCF2), kogupyio-
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muid sepHblil dpaktop renmarommtoB 1 (HNF-1B),
pacnonioxkeH Ha xpomocome 17q12. Myrtauun HNF-
1P BuepBbie onmicanbl B 1997 rogy kak peakast mpu-
YuHa pa3BUTHUS caxapHoro nuabera (MODYS) [30].
HNF-1p — unen cemeiicTBa TpaHCKPHUIIIIHOHHBIX (pak-
topoB (Pit-1/Oct-1/Unc-86 nim POU) [28]. M3BecTHO
oxkoio 230 myrarmit HNF-1 rena [31, 44, 45], vame
B NepBhIX 8 U3 9 HK30HOB [26, 46]. «[opstunmMu TOY-
kamu» HNF-1f sBnstores 2 u 4 sk30nbI [47]. B He-
POJICTBEHHBIX CEMbSIX YaCThIMHU SIBJISIOTCS KPYIHBIC
nenenuu (34-53 %) u muccenc-myraruu (18-31%)
HNF-1pB rena [26, 47]. De novo myranmmu HNF-13
BcTpeuarorest B 40-50% ciiydaeB, U3 HUX JEIACUU
cocrasisioT 83 % [42, 45, 47-49]. HNF-1B neiictBy-
eT Kak romo- wiu rereponumep ¢ HNF-1la, urpaer
KJIFOYEBYIO POJIb [T TKaHECTICUU(UUHBIX PEryJsiTo-
POB KCHPECCUU TEHOB B MEUEHH, JKETYEBBIBOISIINX
NPOTOKAX, MOYKAX, KUIICUHUKE, JKEIIyAKE, TOJIOBHOM
MoO3re, JEeTKUX, SMUHUKAX, SMYKax, MaTke, B-KIeTKax
MOIKETYIOYHOM JKeJIe3bl, TUMYCE, TapaluTOBHIHBIX
xeJe3ax. BimsiHue Ha sSMOpHOHAIBHOE Pa3BUTHE Op-
TaHOB OOBSICHACT MYJIBTHCUCTEMHOCTh KIMHUYECKUX
nposieinennit pu myTarusix HNF-1B, npu stom xa-
paKTepHa BHyTpUCEMEHHasi TeTepOreHHOCTh MPOsIB-
JICHUH, OTCYTCTBYIOT FeHOTUI-(DEHOTUHUYIECKHE KOP-
pemsiuu [26, 32, 33, 47, 50].

[latonoruss mowek sBiseTcs Hauboiee H3Y-
YEHHBIM KIWHUYECKHM TposiBieHueM HNF-1(3-
aCCOIMHMPOBAHHOIO 3a00JeBaHUsI B JETCKOM BO3-
pacre, B 53 % BrisABIsIeTcs o Y3 mpeHaranbHO (C
17-# Hexenn) B BUJIE THIIEPIXOTCHHOCTH MTAPEHXUMBI
MOYEeK, 00beM MOUEK HOPMAJIbHBIN NIIM HE3HAUYNTEIIb-
HO yBenm4deH [26, 27, 32, 45]. Cpeau moyeuHsIX NMpo-
SIBIICHU, acCONMUPOBaHHBIX ¢ MyTarusimu HNF-13
reHa, 65—87% COCTaBISIIOT pa3IMYHBIE BapUaHTHI
KHCTO30B (CceMeliHas TUHOIUIaCTHYeCKas ITIOMEpy-
JIOKHUCTO3Hast 0OJIE3Hb IOYEK, COJIMTAPHBIC KHUCTHI,
MYJIBTUKACTO3HAs! JUCIIIa3Hs MOYKH), BCTPEUAOTCS
TUIOIJIa3Ms MOYEK, MOJKOBOOOpa3Has IMOYKa, OJH-
romerane(ppoHusi, THAPOHEPPO3, THIPOypeTep, Ka-
HaJIbLIEBbIC HAPYLICHNS (TUIIEPYPUKEMHUS, THIIEpMar-
HUYpHs), XxpoMooOHast modeyHast Kapimaoma [9, 24,
26, 27, 32, 34, 45, 46, 51-53]. Cuurarot, uro HNF-
1B xoHTponupyeT Hedporenes, mudhepeHInpOBKY
SMUTENNS KaHAJIBIIEB, TPAHCKPHUIILHNIO, T€HOB, OTBET-
CTBECHHBIX 32 ()OPMUPOBAHUE M POCT MOYECUHBIX KUCT
(PKHD1, PKD2, UMOD, NPHP1 u Tg737/polaris),
32 BHYTPHITOYEYHBIH MeTaboIm3M, peadbcopOIuio Ka-
HasblieB [50, 54, 55].

C. Bingham u coast. (2001) mox4epkHyIu CBS3b
TeTEepPO3UrOTHON MyTalMM B TEHE sACpPHOro (ax-
Topa remaronuToB-lbeta (HNF-18) mpu cemeiinom
TUIOIJIACTUYECKOM BAapHAHTE IJIOMEPYJIOKHCTO3HOM
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0O0JIe3HU TOYEK, KOTOPBIH HacledyeTcs ayTOCOMHO-
JOMHUHAHTHO [34]. B HeoHaTanbHOM NEpHOAE IMPHU
IJIOMEpPYJIOKHCTO3€e, accoruupoBaHHoM ¢ HNF-1(3-
MyTausiMiM, obbeM mouek mo Y3W BapuaOenen
(-2,5+2,5 SD), BeIsSBIsSIETCS THIIEPIXOT€HHOCThH I1a-
PEHXUMBI TOYEK (TyOyJOMHTEPCTUIIMAIBHBIA (H-
0po3), CHIKEHA WIIM OTCYTCTBYET KOPKOBO-MO3TOBast
muddepeHIpoBKa NapeHXUMbI OYEK, B KOPKOBOM
cjioe 00erX MOYEK BBISBIISIOT MHOXKECTBCHHBIE MEJI-
ke (MeHee 5—8 MM) KHCTBI; B IPyAHOM M pPaHHEM
BO3pacTe OTMEYAaeTCss YMEHbBILICHHE O0beMa MOo4YeK
[25-27,31, 32, 45,47, 50, 55]. Bctpeuarorcs peakue
ciryyan 6e3 MOp(OIOrHIecKOro M3MEHEHHS B TIOUKaX
[53].

[Ipenaranpro mpu  HNF-1B-acconnupoBanHOM
3a00JIeBaHUM PEIKO BBIBIIETCS ManoBoaue. Jua-
FHOCTMKA MajlOBOJMsI HAa PaHHMUX CpOKax IpH Ha-
JIUYHAN XapakTepHOM KapThHbl Y3 modek y miozxa
SIBJISIETCS. MIPU3HAKOM TSKECTH COCTOSIHHSI M BBICO-
KOT'O PUCKa Pa3BUTHsI OCTPOrO MOBPEKICHUS MOYEK
B HEOHATAJILHOM IEPHOJE IPHU TUMOILIACTHYECKOM
[JIOMEPYJOKHCTO3HOW OO0JIe3HH, aCCOLMMPOBAHHOM
¢ mytamueid HNF-1B [25, 26, 32]. Onucansr cirydan
nonuruapamunona o 11 u I Tpumectpe 6epemenHO-
CTH 110 NpUYKHE (PeTaTbHON NOINYPUH TIPU KUCTO3aX
MOYEK, aCCOIMUPOBaHHBIX ¢ nenenueit rena HNF-13
y IU1071a, B HEOHATAJIBHOM TIEpHOJIE y ACTEH COXpaHu-
JIMCH MOJMYPHUSI M SNEKTPOIUTHBIC HApYyLICHUS, IPH
9TOM UCKJIIOUEHBI CaxapHbIil [uabeT y MaTtepu U Apy-
rU€ NPUYUHBI MOJUTUAPAMHUAOHA [25].

Huarnoctuueckoil TeTpanoil ceMelHol runoria-
CTHYECKOM TIIOMEPYIOKUCTO3HOM OOIE3HHU MOYeK, ac-
couunpoBanHoii ¢ mytanusimu HNF-1 (TCF2) rena,
SBJSIFOTCS: YMEHbLICHHE 0o0beMa I0YeK, pacluupe-
HUE WIM aHOMAJIMM YallleYHO-JIOXaHOYHOHM CcHcTe-
MBI, paHHee (70 25 JeT) Havyalo caxapHoro nuadera
(MODY5) niun HapyLeHHs TOICPAaHTHOCTHU K [JTFOKO-
3€, ayTOCOMHO-JIOMUHAHTHBIA THIT HAcIeq0BaHus [9,
26, 27,32,33,47].

[Ipu HaOmoneHNM B JUHAMUKE (B CpPEIHEM BpeMsI
HaOMI0AEHUS COCTaBUIIO 4 rojia) B IETCKOM BO3pAcTe
mpu HNF-1B-acconmupoBaHHOM KHCTO3€ TOYEK HE
BBISIBJICHO 3HAYMMOTO YBEJITMUEHHS yrcia KUCT B 72 %
ciryyaeB. B GonbmmHCTBE cityyaeB (GyHKIHS TIOUEK CO-
XpaHHa, XapaKTepHO MEAJICHHOE IMPOrpecCUpOBaHUE
XBII, 3a ucxmouernem HNF-13-accommmpoBaHHBIX
3a00J1eBaHMI TOYEK ¢ 04eHb paHHUM HadanoM (VEO-
HNF-1pB), xorma BO3MOXXHO TPOTPECCHPOBAHHE IO
TEPMHUHAIBHON YPEMUU HA MIEPBOM TONy KU3HHU [26,
27, 32, 47, 56]. HaunoHanbHbI KIMHAYECKUM pe-
ructp neret u mompoctkoB (I'epmanus, [lombrra,
Uexwusi) mpuBeN pe3ynbTarThl HaOMoneHus y 62 nerei
n mogapoctkoB ¢ HNF-1B-acconuupoBaHHBIM TIpO-

rpeccupoBanuemM B XbBII. Ckopocts mporpeccupo-
BaHusa XbBIl y geteil u moapoCTKOB 3aBUCUT OT TUMA
MyTaluu (AeJeUnu, MUCCEHC, CIUIAHC/KpYyIHbIC WH-
CEpLUH, CTOM) U CKOPOCTH YBEJIMYEHHs KOJHMUYCCTBA
KUCT (TI0 pe3ynbrataM exeroguoro Y3M-koHTpons).
CpenneronoBoe camkenne CK® cocrasmno —2,8 mn/
muH/1,73 M?/Tox y eTell U TOAPOCTKOB MPU YBEIIH-
YEHNHU KOJMYECTBA MOYCUHBIX KHUCT (Oosiee 5 KHCT B
ron) u —0,33 mu/mun/1,73 M*roq — Ipu OTCYTCTBHU
JUHAMHUKHU KUCT. B meTckoM Bo3pacte mporpeccupo-
BaHue B XBIIC 4-5 ormeueHo B 36 % npu MUCCEHC-
MyTalusx, B 18 % — mpu craic-MyTauusx/KpymHbIX
uHCepIMAX. YacTora BBISBICHHUS SKCTPapeHAIbHBIX
NPOSIBJICHUH Y IeTeH U MOIPOCTKOB HE UMEJa 3HAYH-
MBIX OTJIMYUI B CPaBHUBAEMBIX IPYIIAX U COCTABU-
ma ot 36 10 46% npu pasINYHBIX TUMAX MyTalHN
HNF-1B [47].

Cpenn  BHEMOYEUHBIX MPOSABICHUH MyTaluil
HNF-1B (TCF2) rena y nmauMeHTOB JHArHOCTHPY-
ercs caxapubiii quader (MODYS; HNF1B Diabetes
or Maturity-Onset Diabetes of the Young Type 5),
MaTOJIOTUsl MEUEHH M JKEIYECBBIBOAALIMX MPOTOKOB,
MOPOKU Pa3BUTHS MUILEBOAA, [10Jarpa, MNepBUYHbIN
TUIIEPIIApaTHPE03, HEKTPOIUTHBIC HapyleHus (Tu-
NOMarHUeMusi, TUIOKAJIHEMHs), HEHpOCEHCOpHas
IyXO0Ta, JIUHNOAUCTPO(HUs, THHEKOJIOTHYecKas Iia-
TOJIOTHS: JIBypOras Marka, areHe3us MaTKd, yJABOe-
Hue Bnaranuma, Mayer-Rokitansky-Kiister-Hauser
CHUHIPOM, JIBYCTOPOHHSISI areHe3us CEeMsIBBIHOCSIINX
MPOTOKOB, THIOCHAIUs, KPUITOPXHU3M, BapUKOIEe,
TUIOIJIA3Msl SIMYEK, KUCThl MPHUIATKA SIMYKA, KUCTHI
CEMCHHBIX Iy3BbIPHKOB, ACTCHOCIICPMUS, OIYXOJH
SIMYHUKOB, MPEACTATeIbHOM Kene3sl [1, 8, 17, 26-28,
32, 33, 47, 56-58]. YacToTa BbISIBIICHHS BHEIOYECY-
HBIX TIposiBiieHnid myTammii HNF-1P rena yBennum-
BaeTcs ¢ BO3pacToM nanueHTos [31, 59].

CaxapHblii 1nabeT, caMoe 4acToe BHEMOYEUHOE
MPOSIBJICHUE CEMEHHONW T'MIOMJIACTUUYECKON TIJoMe-
PYJOKHCTO3HOW OOJIE3HM MOYEK, ACCOLMMPOBAHHOM
¢ myrauusmu HNF-1B (TCF2) rena, pa3suBaert-
Csl Yy TIOAPOCTKOB, PeXe — y JeTel paHHero Bo3pac-
Ta U HOBOPOXAEHHbIX [46, 47]. HecMoTpst Ha TO,
yro MODYS5, BeBanublii mytamuein HNF-1B, co-
craBiger 1-6% cioydaeB cpeau BCeX BapHUaHTOB
MODY nuabera, aBTOpbl PEKOMEHIYIOT MPOBOAUTH
MOJICKYJISIPHO-TEHETUYECKOE HCKIIIOYEHUE JTaHHOU
naTojoruu y Bcex nanueHtoB ¢ MODY paxe mpu
OTCYTCTBHM KJIMHUYECKUX IPHU3HAKOB IOPAKEHUS
moyek [35, 60]. Coveranume caxapHoro guabera
MODYS5 c¢ kucramu nodek npu myraumn HNF-1(3
(TCF2) rena nonyunno nazBanue RCAD-cunmpom
(Renal Cysts And Diabetes syndrome) [43]. Ilpu-
YMHA Pa3BUTHS CaxapHOro aAuadera — THIIOMJIa3Hs
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MOKEITYIOYHON  KeJe3bl, IUCHYHKIHS [-KIETOK,
CHIKCHUE CEKpEelMH MHCYIMHa (M3-3a HenocTaTKa
HelporeHnHa-3 B MPEALIECTBEHHUKAX SHAOKPUHHBIX
KJICTOK TOJIKETYIOYHOM KeJe3bl) U Pe3UCTCHTHOCTH
KJICTOK II€YEHH K MHCYIMHY Y NallMeHTOB C MyTalusi-
mu HNF-1B (TCF2) rena [28, 46, 52]. Y HOcurenei
HNF-1p myTanuii cHI>KEHBI ¥ alliHApHAs, U TIPOTO-
KoBasi QYHKLUH TOKETYJ0UHON xKene3bl [52]. CHu-
KEHUE CEKpEeLMH MHCYJIMHA Y IJI0A CIIOCOOCTBYET
POKIEHUIO ¢ HU3KOM Maccoi Tena [46].

HNF-1p Bnusier Ha BHYTpUYyTpOOHOE popMHUpOBa-
HUE MeYeH! U (YyHKIHIO FeNaToLUTOB MOCIe PoXKIe-
Huda [46]. OnucaHbl KIMHUYECKUE CIydad XOJIECTa-
THYECKOH JKEJITYXH y HOBOPOXKICHHBIX C aTpe3ucit
BHYTPHIICYCHOUYHBIX TPOTOKOB, aTpO(UU KEITIHOro
My3bIps, NepHUIopTagbHOro (Gubpos3a mnedeHu, o0
21% cnyuaes npu mytauun HNF-1B (TCF2) rena (8
cpenHeM Bozpacte 11 jer) cocTaBuiao OeCCUMIITOM-
HOE NOBBILLIEHUE TPaHCaMHUHAa3 B KpoBu [27, 33, 43,
4547, 61-63].

VY nereit u mogpocTkoB nipu MyTarun HNF-1 ru-
nepypukeMusi Bcrpeyaercs B 37% (B cpegHeM BO3-
pacte 1 rox), runomarauemust — B 24—50% (B cpen-
HeM Bozpacte 10 sret). Myranun HNF-1 npuBogst k
nedexry Tpanckpunuy FXYD2, koTopslit kogupyer
y-cyorenuaunity Na'-K*-AT®a3pl, OTBETCTBEHHYIO
3a TPAHCHOPT MOHOB B SMUTEINU JUCTAIbHBIX U3BU-
ThIX KaHaublleB [32, 33, 36-38, 45, 49, 58, 59]. Bos-
MOKHO pasButue cunapoma danxonu [43]. Crenens
BBIPQKCHHOCTH THUIEPMArHUYPHH, THIIOKAJIBIINYPUH
YBEJIMYNBACTCS C BO3PACTOM MAIMEHTa, Y MOAPOCT-
KOB 1 B3pocibix ¢ mytanusmu HNF-1B crenctBuem
TUTIOMarHueMuu siBJsieTcsl TunokaiueMus [36, 37].
'unomarauemMust MOXeT ObITh EPBBIM IPOSBICHUEM
HNF-1pB-accomuupoBannoro 3aboneBanus [64, 65].
[Ipu ayTOCOMHO-TOMHHAHTHOM HACJICIOBAHUH TUIIO-
MarLueMuu B ceMbe, Gitelman-momoOHOM rumomMar-
HUEMUU PEKOMEHAYETCs MPOBOIUTH MOJICKYISPHO-
TeHETHYECKOE TECTUPOBAHUE AJISI UCKIIIOUCHUS (DyHK-
LUOHAJIBHBIX HApyIICHUH JUCTAJIbHOTO HW3BUTOIO
KaHaJbIla, aCCONMUPOBAHHBIX ¢ MyTarmsivu HNF-1[3
reHa [32, 33, 36, 37, 45, 49, 59, 64].

Ho 50% ciyuaes HNF-1f-acconunpoBaHHbIX 3a-
OoJiIeBaHMl CBA3aHBI ¢ MONMHON Aenerment rena HNF-
1B B cTpyKTYype CHHIPOMa XPOMOCOMHON MUKpOeie-
mu 17q12 (c 3axBarom emie 14 cocennux reHoB) [27,
31, 58, 60]. Yacrora cunapoma mukpoaeneuuu 17q12
coctaniseT 1,6:100 000 uenosek [60]. Onucansl mo-
poku pa3zButHs nouek U Mouesbix nytei (CAKUT),
areHes3Mst TeJla ¥ XBOCTa MOKEIYI0OYHOM KeJle3bl Mo
naHHeIM MP-Xonanrnonankpearorpadguu mpu mo-
Hoit geneuun 17ql2 [60]. HepBHO-nicuXuueckue u
MICUXOHEBPOJIOTHYECKHE PACCTPONCTBA (CHMKEHHUE
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MHTEJJICKTa, TPYIHOCTH B OOYyYCHHH, CUHJAPOM Jie-
¢unyTa BHUMAaHUS, TUIIEPAKTUBHBIC COCTOSHHSA, ay-
TUCTUYHBIE YEpThl, dnuiencusi) 0ojee XapaKTEePHBI
U1t Mukpoaenenuu 17ql2 ¢ 3axBarom coceqHuX re-
HOB [27, 47, 58].

BayTtpucemeiinas KIMHUYECKass TeTEPOreHHOCTb
HNF-1B-accommumpoBaHHOTO 3a00J€BaHUSA, OTCYT-
CTBHE T'€HOTHI-(EHOTUITUUECKUX KOPPEJSLHUA U pe-
3yJBTaTOB JIOJTOCPOYHBIX HAOMIONCHUN 3aTPYIHSIOT
MEIUKO-TeHETUYECKOe KOoHCYynbTupoBanue [47]. Ilpu
aHaJIN3€ POAOCIOBHOM CICAyeT YUUTHIBATh: HATTMUHNE
caxapHoro nua0eTa ¢ paHHUM HauyaJloM, COJINTapHBIX
¥ MHO>KECTBEHHBIX KHCT, 0COOCHHO PacIiooKEeHHBIX
CyOKOpPTHKaJIbHO, YMEHBIICHHE Pa3MEPOB MOYEK, TU-
MOTUIA3HIO TOJKEITY 04 HOM JKeie3bl Y POACTBEHHUKOB
[26, 49]. Cunuratot, yto HNF-1B-accounnpoBanubie
3a0oneBanus nouek y fereid B 80 % BO3ZHHUKAIOT MPH
Hacjel0BaHuU 1o MaTtepuHckoi nunuu [47]. Hecmo-
TpsI HA TO, YTO 3HAYMUTENIbHAS YacTh MyTallMid IpoucC-
X0IiT de novo, OTCyTCTBHE CEMEHHOro aHaMHe3a He
JIOJKHO TPENATCTBOBATh FTeHETHYECKOMY TECTHPOBa-
Huto Ha MyTtanuu HNF-10 rena npu kucTo3ax mouex,
0COOEHHO MpPH COYETAaHUH KUCTO3a MOYEK (COMUTap-
HBIX WJIM MHOXECTBEHHBIX KHCT) C HApYLICHHUEM TO-
JIEPAaHTHOCTH K IVIFOKO3€ MJIM PAHHUM Ha4ajioM MHCY-
JMHHE3aBUCHMOTO caxapHoro auadeta [26, 49].

Benenne nereii U NoaAPOCTKOB € IJIOMEPYJI0KH-
€TO30M IOYeK

OCHOBY TaKTHKH BEICHHS AETEH M MOAPOCTKOB C
IJIOMEPYJIOKHCTO30M TIOYEK COCTAaBIACT Heporpo-
TEKTHBHBIH moaxon. JledyeHne 3aBUCHUT OT TUHA IJIO-
MEPYJIOKHCTO3a MOYEK, XapaKTepa M BBIPAXKEHHOCTH
HKCTpPapeHAIbHBIX MIPOSIBICHUN, CTEIICHH HAPYILICHHS
(dhyskmn ovex [24, 56, 66].

ITpu ayTOoCOMHO-TOMHUHAHTHOM ITIOMEPYJIOKHCTO3-
HOH 00JIE3HHU MOYEK, ACCOLMUPOBAHHON C MyTalUsAMU
YPOMOYJIMHA, JIeueOHbIe MEPONIPHUATHS TOJKHBI OBITH
HAIIPaBJICHbl HAa KOPPEKLMIO THIICPYPUKEMUH, apTe-
pPHAIBbHON THMIICPTEH3UH, TYOYJIOMHTEPCTHIHAIBHOTO
(hubpo3a, 3ameanenne nporpeccupoBanus B XbI1.

[Ipu cemeiHOM rUMONIACTUYECKON [TIOMEPYIOKH-
CTO3HOH 0OJIE3HM MOYEK, ACCOLMUPOBAHHOM C MyTa-
usimu HNF-1P rera, HeoOXoauM KOHTPOJIh YPOBHS
runepriaukeMun. Caxapuelii auadber (MODYYS), ac-
comuupoBanHbii ¢ HNF-13, B ommume or apyrux
tunoB MODY He 4yBCTBUTENEH K JIEKAPCTBAM CYIb-
(hOHMIIMOYEBHHBI ¥ paHHEW WHCynMUHOTepanuu [27].
JleueOHbIE MEPONIPHSTHUS 1OJDKHBI OBITH HAIIPABIICHBI
Ha 3aMeJICHHE TYOYJIOMHTepCTULHAIBHOTO pubpo3a,
KOPPEKLHUIO 3JIEKTPOIUTHBIX HapyuieHui [50, 55, 59,
64, 65]. Ilpu nporpeccupoBaHUM B TEPMHUHAIBHYIO
MOYEYHYI0 HEAOCTaTOYHOCTh B JETCKOM BO3pacTe,
xapakrepaoMm it HNF-1B-acconmupoBanHoii maro-
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JIOTUM TIOYeK (C KUCTaMU Wir 0e3) ¢ OYCHb PaHHHUM
BBISIBIICHHEM, ITPOBOAST 3aMECTUTENILHYIO TOYEUHYTO
Tepanuto [47].

IIporHo3 riomMepy/I0KHCTO3a MOYEK 3aBUCHT OT
OCHOBHOI NPUYMHBI pa3BUTHA 3a00JIeBaHuUs, 0COOCH-
HOCTEH TEYCHUS! KIMHUYECKHX MNpOSBICHUN 3a00-
JICBaHUSI M CKOPOCTU CHIKCHUS (YHKIUH To4ek. B
nerckoMm Bospacte HNF-1f3-acconmmpoBannas nmaro-
JIOTHS TIOUEK XapaKTepPH3yeTCss MEAJICHHBIM CHHKe-
HUEM MoYeyHON (PyHKUNH (32 HCKITIOYCHUEM CITyyacB
OYEHb PAHHETO BBISBICHUS 3a00JIeBaHUs U OBICTPOM
YBEJIMYEHUH KonudecTBa KUcT). CKOpocTh mporpec-
cupoBanus B XbII yBenuuuBaeTcs y B3pOCIIbIX Nalu-
entoB [10, 59]. B3pocnbiM nanueHTaMm peKOMEHIYIOT
MIPOBOANTL KOMOMHHMPOBAHHYIO TpPAHCIJIAHTALHIO
MOYEK U MOPKEITYAOUHON Kelle3bl, TaK KaK HaJHMYue
caxaproro nuabera (MODY ), acconmupoBaHHOTO €
HNF-1p, yxyamaer mporHO3 B MOCTTpPaHIUIAHTAIIH-
OHHOM nepuoze [56].

SAKJIIOHYEHUE

VYcraHoBieHAa  3THOJOTMYECKas W KIMHUKO-
TeHETHYECKass TIeTePOreHHOCTh IJIOMEPYJIOKHCTO3a
MOYEK B JETCKOM Bo3pacTte. [1aTh Thmnos romepysio-
KHCTO3a TOYEK (IJIOMEPYJIOKUCTO3, aCCOLMHPOBAH-
b1l ¢ AJIIIIT u APIIII; HacnencTBeHHas IioMepy-
JIOKHCTO3HAs1 OOJIE3HB OYEK; CHHIPOMANbHBINA, 00-
CTPYKTUBHBI M CHOPAaIMYECKUH ITIOMEPYJIOKHCTO3
MOYEK) MPEACTAaBISIOT TPYINIy HACJIEACTBCHHBIX,
BPOXKJCHHBIX U MPUOOPETEHHBIX 3a00JIeBaHU Y Jie-
Tel. JI7s HacneCTBeHHOW IIIOMEPYIOKICTO3HOM 00-
JIE3HH TIOYEK XapaKTePeH ayTOCOMHO-IOMHUHAHTHBIHI
THUII HACJICJOBAHUS, JaHHbIC JINTEPATyPbl YKa3bIBAIOT,
YTO CEMEHHas TUMOIUIaCTUYECKask IIOMEPYIOKUCTO3-
Hasi 00JIe3Hb MOYEK, ACCOLMMPOBAHHAS C MyTallUsIMH
HNF-1B/TCF2 rena (OMIM137920), yamie BcTpeya-
eTcs y HOBOPOXKJCHHBIX U JIeTel paHHEro BO3pacTa,
ayTOCOMHO-JOMHUHAHTHAsl TJIOMEPYIOKUCTO3Has 00-
JIe3Hb T0YEK, aCCOLIMMPOBAHHAs C MyTalUsSIMHU Ypo-
mozaynuaa (OMIM609886), — y OApOCTKOB M B3pOC-
JBIX MAeHToB. HeoOXoanMbl CHCTEMHBIH MOIX0A B
JMAarHOCTHKE U JICYCHUH INIOMEPYJIOKHCTO3a MOYEK Y
JieTell ¢ LeIbI0 3aMeUICHHS TPOTPECCUPOBAHNUS XPO-
HUYECKOH OOJIE3HM MOUYEK M BHETIOYEUHBIX MPOSIBIIC-
HUM, COXpaHEHHE IPEEMCTBEHHOCTH HaOII0eHUs
MAIMEHTOB B MIEINaTPUUYECKOM 1 B3pOCIIOi HedpoIIo-
TMYECKOH CTPYKTypax.
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OCOBEHHOCTW TEHEHNA HEDPUTA, ACCOLNMNPOBAHHOTO
C IgA-BACKYJTIUTOM LLUEHNEMHA-TEHOXA Y [ETEWN

1-9 kadenpa netckux 6onesHen, benopycckuii rocyaapCTBEHHbI MEANLUMHCKUIA YHUBEPCUTET, I. MuHck, benapycb

PEDEPAT

BBE/JIEHUVE. Cpenmn cucTeMHbIX BagonaTtuii y aeteii IgA-sackynut LLenneliHa-lfeHoxa (LLUIM) oTHocuTes k Hanbonee pacnpo-
CTPaHEHHbIM, M0 AaHHbIM pa3HbiX aBTOPOB NOpaxXeHue rnoyek npu Hem otmedaetcs B 25-80 % cny4daeB 1 06bIMHO onpeaenset
nporHo3 3abonesaHus. LIEJ/IbKO nccnenoBaHust SBUICS aHann3 KIMHUYECKUX, 1abopaTopHbIX, UMMYHONOrMYeCKnx, Mopdo-
JIOMMYECKUX XapakTepucTnk, 0cobeHHocTel TeueHns 1 nederHus Hedputa npu IgA-sackynute LUy getein, a Takxe pakTopos,
BAMSIIOWMX HA NporHo3. MALIMEHTbLI U METO/bI. B nccnenoBaHue BkatodeH 31 naumeHT ¢ Mmopdonormiyeckn sepnduumpo-
BaHHbIM HedpuTOoM BeneacTeue IgA-sackynuta LU (18 — manbumkos, 13 — aeBoyek) B Bo3pacTe oT 3 40 17 neT, HaxoAMBLUNXCS
nop HabnoaeHnem B Hedponornieckom otaeneHnn Y3 «2-a getckas ropoackas knmHmyeckas 6onbHuua» PecnybnmkaHcko-
ro LleHTpa aetckon Hedponornm n noYeyHor 3aamecTuTenbHon Tepanum r. MuHcka B nepuog, ¢ 2010 no 2019 r. NpoaHannau-
POBaHbI: KIIMHUYECKNI BapUaHT NOpaxeHUs Noyek, 1abopaTtopHble napaMeTpbl (BKoYasi UCCneaoBaHne MOJIEKY akTUBaLLMMK
numdoumtoB BAFF, RANTES, nposocnanutensHbix IL1B, caspasel, TNFa, daktopos pocta VEGF, TGF), CyTO4HbI MOHUTO-
PUVHT 1 pa3oBble OPUCHbBIE NBMEPEHNS apTePUabHOro AaBneHus, pedynstatel IXO-kapanorpadun ¢ pacieToM NHAEKCOB,
Y3W COHHbIX apTepUii C OLLEHKOW TOJLLMHbBI KOMMIEKCA MHTUMa—-Meana, MoOp@OIorMyeckne N3MeHeHNs B MOYEYHOM TKaHW, a
Takxe cxembl neveHuns. PE3YJIbTAThI.MokasaHo yqactue deGal-IgA1, mapkepoB aktusaumm T- n B-numdbouunTos, npoBocna-
NINTENbHBIX N NPOPUOPOTUHECKNX MONEKYN B pa3BuTum 6onesdHun. Al 3apeructpmpoBana 'y 42 % netei, npuaHakm kapamope-
MOOENNPOBAHMS NO pe3yfibTaTaM pacyETHbIX MHAEKCOoB Y 19,3 %. CHMUXEHME YyPOBHSA aANNOHEKTUHA, BUTaMmmHa D, nentuHa,
noBblLleHne obecTtatuHa, Pro-BNP, hs-CRP, nokazatenst TSAT No3BONsieT OTHECTU NALMEHTOB ¢ HedPUTOM BereacTane IgA-
BackynuTa LU B rpynny ymMepeHHOro pucka pasBuTunst KapamoBacKysipHbIX HApPyLLEHWI, 4TO npeanonaraeT Heob6xoANMMOCTb
cBoeBpeMeHHon koppekunn. SAKJTKOHYEHWE. B 6onblunHcTBE cnydaes HebpuTt npu IgA-Backynute LU xapakTepunsosasncs
[000pPOKAYECTBEHHBIM TEYEHMEM, PEOKMMUN peunanBamMim, NporpeccupoBanmne 40 TEPMUHANIBHOW CTaAMM XPOHUYEeCKon 60-
JNIe3HK NoYeK oTMeYasnochk B 6,5 %.

Kniouessbie cnoBa: IgA-sackynut LLieHnenna-leHoxa, HebpuT, oetn

A.V. Sukalo, 1. A. Kazyra

CHARACTERISTICS OF THE COURSE OF NEPHRITIS ASSOCIATED WITH
IGA-VASCULITIS HENOCH-SCHOENLEIN IN CHILDREN

1st Department of Pediatrics, Belarussian State Medical University, Minsk, Belarus

ABSTRACT

INTRODUCTION.Among systemic vasopathies in children, IgA vasculitis Henoch Schoenlein (HS) is the most common, ac-
cording to various authors, kidney damage is noted in 25-80 % and usually determines the prognosis of the disease. THE AIM
of the study was to analyze clinical, laboratory, immunological, morphological characteristics, features of the course and treat-
ment of nephritis associated with IgA vasculitis HS in children, as well as factors affecting the prognosis. PATIENTS AND METH-
ODS. The study included 31 patients with morphologically verified nephritis due to IgA vasculitis HS (18 — boys, 13 — girls) aged
3 to 17 years, who were monitored at the Nephrology Department of the "2nd Children's City Clinical Hospital" of the National
Center for Pediatric Nephrology and Renal Replacement therapy in Minsk from 2010 to 2019 yrs.The following parameters
were analyzed: the clinical variant of kidney damage, laboratory tests (including the study of BAFF, RANTES lymphocyte acti-
vation molecules, pro-inflammatory IL1p, caspase1, TNFa, growth factors VEGF, TGF), 24 hours monitoring and office blood
pressure measurements, ECHO cardiography with indicescalculation, ultrasound of the carotid arteries with the thickness of
intima-media complex, morphological changes in the renal tissue, as well as treatment regimens. RESULTS. The contribution
of deGal-IgA1, markers of T and B lymphocytes activation, pro-inflammatory and profibrotic molecules in the development
of the disease is shown. Arterial hypertension was registered in 42 % of children, signs of heart remodeling according to the
calculated indices in 19,3 %. Decrease level of adiponectin, vitamin D, leptin, increase concentration of obestatin, Pro-BNP, hs-
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CRP, and TSAT indicator classify patients with nephritis due to IgA vasculitis HS at moderate risk for the developmentof cardio-
vascular disorders, which suggests the need for timely correction. CONCLUSION. In most cases, nephritis with IgA vasculitis
HS has a benign course with rare relapses and progression to the end stage of chronic kidney disease (6,5 %).

Keyworlds: IgA-vasculitis Henoch Schoenlein, nephritis, children
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BBEAEHUE

ITypnypa Ilenineitna-I'eHoxa OTHOCUTCA K CH-
CTEMHBIM BacKyauTaMm, cormacHo Chapel Hill Consen-
sus Conference 2012 roma k pyopuke IgA-BackyauT
[llenneiina-I'enoxa (paHee TeMOpparudeCKUi Ba-
CKYJINT) M XapaKTepU3yeTcs HMMYHOKOMITJIEKCHBIM
BOCIAJICHHEM COCYJIOB MEIJIKOTO KaJnOpa ¢ JIeNOo3H-
nueld mMMmyHOrIoOynmuHoB A [1]. na mocTaHOBKH
nuaraosa ucnois3yioT EULAR/PRINTO/PRES HSP
kputepuu (2008), Tae KOXKHAS IMypIypa CUATACTCS
00s13aTeNbHOM TUTIOC HAJTNYKe, KaK MUHIMYM, OJTHOTO
13 HIKETPUBEIACHHBIX: 1) abmoMuHanmbHass 00Ib; 2)
TUCTOIATOJIOTUS — JICHKOLIMTOKIACTUYECKUN BacKy-
JUT ¢ neno3utamu IgA; 3) apTput uinm apTpanrus; 4)
ropakeHue mouek [2]. XapakrepusyeTcs J0CTaTOIHO
ONarompuATHBIM MIPOTHO30M y J€TeH, OHAKO B pell-
KHX CITydasx MOJKET POTPECCUPOBATH /10 TEPMUHAIb-
HOM cramuu XpoHWYeckond Oomneznu mouek (XBII).
[Topaxenne mouek ormeyaercs y 20—-60 %, pa3BuBa-
eTCsl B TeUEHHE HECKOJIbKUX JHEH WM HEAeNb Mociie
KIMHAYeCcKor Manudecranmun IgA-Backynura LT
1 OOBIYHO OMpEIesIeT MPOTHO3 3a0oaeBaHus [3—6].
B nurteparype Ha CEeroHAIHUN JI€Hb HEJOCTATOYHO
JAHHBIX O MPETUKTOpax (GOPMHUPOBAHUS U MPOTHO3H-
poBanus TeueHus IgA-sackynuta LI ¢ mopakenneM
mouek y aereit [7-10].

Llenpro HACTOAIIETO UCCIIEIOBAHMS IBUJICS aHAJIH3
KIIMHUYECKUX, J1a00paTOPHBIX, UMMYHOIOTUYECKHUX,
MOP(OTOTUIECKUX XaPAKTEPUCTHK, OCOOECHHOCTEH
TeUCHUS U JieueHns Hedputa mpu IgA-Backymure LT
y nereii, a Takxke (PakTOpOB, BIUSIONINX HA TPOTHO3.

NAUUMEHTbBI U METOAbI

B nccnenoBanue BrirtodeH 3 1 manueHt ¢ Mopgoiio-
TUYeCKH BepUPHUITIPOBAHHBIM HE(PPUTOM BCIICACTBHE
IgA-Backymura LI (18 — manbankoB, 13 — geBodek)
B Bo3pacte oT 3 mo 17 jeT, HaXOMUBIIHMXCS IO Ha-
OroIeHIEM B HE(POTIOTHICCKOM OTACIICHUN Y3 «2-5
JeTCKasi TOPOJCKas KIMHIYecKas OompHUIa» Pecrry-
onmukanckoro LlenTpa geTckoit HepoIOTHH U TTOUEU-
HOM 3aMeCTUTEIbHON Tepanuu I. MUHCKa B TIEPUOJT
¢ 2010 mo 2019 1. Kputepuu BKIIOUCHUS: KIMHAYE-
CKHe MIPOSBIICHNS BACKYJIUTA CO CTOPOHBI KOXKH H/FITH

CyCTaBOB, TaCTPOMHTECTUHAIBHOTO TPaKTa, OUOTICHS
o0pasia TOYeYHON TKaHW C TUCTOJIOTHYECKUM OIIH-
canueMm contacHo ISKDC u MEST+C knaccuduka-
muu [11]. AnutensHOCTh HAOMIOACHNS COCTAaBMIIA OT
6 mec 0 10 net. [Ipoananu3upoBaHbl: KIMHAYECKAN
BapHaHT MMOPaXEHUS TOYEK, ONOXMMHYECKHE TaHHBIS
KpoBH (001muii Oenok, ams0yMHUH, MOUYEBHHA, KpeaTH-
HUH, MOY€Basg KHUCIIOTA, XOJIECTEPHH, JHUIHI0TPAM-
Ma), pacueTHasi CKOPOCTh KIIyOOUKOBOH (hMiIbTpanun
(pCK®) mo dopmyne IlBapria, xapakTep MOUYEBOTO
cuHapoMa (remarypusi, TPOTEUHYpHs), CyTOYHAs
9KCKperust Oerka ¢ MO4YOW, CYyTOYHBI MOHHUTOPHHT
(CMAJl) u pa3zoBbie opuCHBIE U3MEPEHUSI apTepH-
aJBHOTO JIaBJICHHUSA, pe3yabrarsl DXO-kapauorpadun
C pacdeTroM Macchl MHOKap/a, WHAEKCa MacChl MHO-
Kapma neBoro xenynouka (MMMIDK) u oTHOCHTETB-
HOW TONIIUHBI CTeHKH JieBoro xemynouka (OTCIDK),
VY3U1 COHHBIX apTepuii C OICHKOW TOJIIMHBI KOM-
wiekca uHTHMa-Menua (KMM), mopdonoruyeckue
M3MEHEHHs B MOYEYHOW TKaHM, a TaK)KE CXEMBI Jie-
yennst. KiimHu4eckuil mporHo3 rpagnpoBaH Kak: A —
HOpPMAaJIbHBIE KJIMHUKO-JTa00paTOpHBIE TTOKa3aTelu;
B — muaMMansHBIN MoueBoil cuHIpoMm; C — aKTHB-
HBIA TIOYEeYHBIH Tporecc (apTepraibHas THUIEePTEeH-
sus (AD), nporeunypusi HeYPOTHIECKOTO YPOBHS
WA TIEPCUCTHPYIONIAs, TOBBIIICHUE KpeaTHHUHA ChI-
BOpPOTKH KpoBH); | — repmunansHas XbII [12, 13].
Meronom ummyHodepmentHoro aHanuza (MDA)
C WCIIONB30BAaHMEM TECT-CHCTEM TPOW3BOTUTEIEH
Invitrogen (Actpus), DRG (I'epmanusi) B CBIBO-
pPOTKE KpOBU OINpeJielicHa KOHICHTpaIus (akTopoB
cocymucroro sHporemmanbHoro VEGF u TkaneBo-
ro pocta TGF1p. IIpoBocnanuTenbHbIE MEIUATOPHI
TNFa, IL1B, caspase 1,Momexynbl aktuBarmm T- u
B-mumdormtor BAFF, RANTES B cbiBopoTKe KpoBH
ompeneneHpl ¢ ucnonb3oBanneM MDA TecT-cuctem
R&D Systems Quantikine (CILA), ypoBeHb aau-
noHnekTrHa n ocrteonporerepuda DRG (I'epmanus),
nenrtuHa U obectarunaa Fine Test (Kuraii), Buramuna
D Euroimmun (I'epmanwus). /leramakro3uiampoBaH-
HBI IMMYHOTTOOYIMH Al B CBIBOPOTKE KPOBH, Map-
KEpbl CEpAEYHO-COCYAUCThIX HapylueHuil Pro-BNP,
hs-CRP, transferrin onpenenensl ¢ nomoinsio MDA
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tect-cucteM Fine Test (Kurait). IlocTraHoBky peak-
LU IPOBOJIMIIN B COOTBETCTBUH C MHCTPYKIHSAMH IO
MIPUMEHEHUIO. IPUIIaraéMbIMU ITPOU3BOANUTENEM, YUET
pesynsratoB Ha W®DA-ananmzatope «AND-M/340»
(«BuTtsi3by, Pecrrybnuka benapyce) mpu JiTiHE BOJTHBI
450 am. ['pynmy koHTponst cocTtaBuid 36 yCIOBHO-
3JI0POBBIX JETEH.

CratucTHYeCKUIl aHalIW3 IOJYYEHHBIX JTaHHBIX
OCYILECTBIISUIN C TOMOIIBIO TporpamMmbl «Statistica
10.0». Ilpu HOpManbHOM pacHpencsieHuu MOoKa3a-
TENsl JUIsl BBIIBICHHUS MEXTPYIIIOBBIX pa3iIvuuil HC-
nosip30BaNn t-kputepuil CThIONEHTA, TPU OTIMYHOM
ot HopmanbHoro U-kputepuii Manna—YutHu, Un-
pairedttest. AHamU3 KOPPEISIIMOHHBIX B3aMMOOTHO-
LICHUI OCYIIECTBISUIM C MOMOLIbIO KO3 PHUIKEHTa
koppensauun CrinpmeHa. JIocTOBEpHBIM CUNTANH pas3-
nnuue npu p<0,05.

PE3YJIbTATbI

Menuana Bo3pacta jaebrora IgA-ackynura 11T
cocraBmia 7 net (ot 3 g0 15 mert), Bo3pacTa momnajaa-
HUS B KIMHUKY 8 j1eT (0T 3 10 16). Y Bcex marmeHToB
B /1e010Te OTMEYascs CMEIIAaHHbBIA BapUaHT BAaCKYIHU-
Ta C HAJMYMEM KOXXHOTO, CyCTaBHOI0, a0JOMHMHaJIb-
HOTO M TIOYEYHOTO CHHAPOMOB. Bpems mposeaeHus
Hedpobuonicuu ot Ae0ITa BaCKyIUTa KoJIeOanoch oT
2 o 65 mec (menmana 4). 18 nereit 10 mpoBeneHUS
HeppoOHONICHU  TOIyYald IIFOKOKOPTHKOCTEpOU-
1wl (I'KC). Kak MUHIMYM OZIMH PELUIUB OTMEUaCs
y 4eTBephIX, Ba U Oojee — y JIBOMX, HENPEPBIBHO-
PEeUNANBUPYIOLIMI XapaKTep TEUCHUS — Y CEMH, MU-
HUMAaJbHBIA MOYEBOM CUHAPOM MepcUcTrpoBan y 18.
[okazanusamu 11 npoBeAeHus HepoOHoNCHN OBIIH:
HaJIM4Me y MaueHTa CUMIITOMOKOMITIEKca HehpoTu-
YECKOT0 MJIM COUETaHUs HePPUTHUECKOTo 1 He(hpoTu-
YEeCKOI0 CHHJPOMOB, BEICOKOAKTUBHOTO He(puTa (Ha-
pacraHue KpeaTHHWHA, MOYEBUHBI CBIBOPOTKH KPOBH
B muHamuke, Al, camkenne CK®), nepcuctupytomeit
MIPOTEUHYPUH HE HEPPOTHUUECKOTO YPOBHSI.

Knunuueckue u nabopamopnvie oannvle

CornacHo KITMHUYECKON KI1acCU(PHUKALIUH, CTEIICHD
A B mepuoxn manugecramuu IgA-sackynura LI He
BBISIBJICHA HU y OJHOTO HAaOJII0JaeMoro, y OONbIINH-
CTBa OTMeYaJiach crenenb B (n=23), ctenens C —y 8.
Ha momenT ucronmaenus 18 aet (n=11) wiu mocien-
Hero ocMmoTpa (n=20) crerneHb A TUArHOCTHPOBAaHA
y 4, B—-y 24, C—-y 3, uz C c tpancopmanneii B
I —y nBoux. Y ueThIpex MalUEHTOB Pa3BUIICS CHM-
nToMokoMmIieke Hedporuueckoro cunapoma (HC) c
remMarypueii W aprepuainbHOW TurepreHzued (Al).
AT no pesynsratram CMA/]] 3apeructpuposana y 13
/31 (42 %) nereit, u3 HUX y 5 Tonbko HouHas Al He-
JOCTaTOYHAsl CTENEHb HOYHOTO CHIkeHust AJl (HOH-
JUIIIEPbI) OTMedanach y 4.

W3 11 nmauuenToB, gocturmumx 18-neTHero Bo3pac-
Ta, Y JIBOMX MaJbYMKOB OTMEYEHO MPOTPECCUPOBAHUC
HedpuTa 10 TepmuHanbpHOU ctaauu XbI1, oba (oquH —
YCIELIHO TPAaHCIUIAHTUPOBAH, BTOPOW — Ha reMojua-
JM3€e) TIEPeBEACHBI BO B3POCIYIO HE(POIOrHuecKyro
CITy0y, Y JEBSITH OCTaJbHBIX JeTel (YHKLMS MOYEK
coxpaHHa (cTereHb akTUBHOCTH A —y 3, B —y 6).

JlaGoparopHble JaHHBIC HA MOMEHT IPOBEACHUS
HedpoOuoricnu (Touka 1) n mociemHero amOymaTop-
HOTO BHM3MTA WM PE3yIbTaTOB MPH TOCIHUTANIN3ALUH
B He(ppOJIOTHYECKOE OTAeNIeHHE (TOUKa 2) TpeIcTaB-
JieHsl B Ta0. 1.

Ha momeHT ycTaHOBJEGHHUSI AMAarHo3a CHHKCHUS
pCK® menee 90 mu/mun/1,73 M? He OTMEYAIOCh HU Y
OIHOTO MAaIMEHTa, NOBBIILICHNE YPOBHS KpeaTHHUHA
HaOII0AAIIOCh Y TPOUX MAJIBIMKOB. B Teuenue nepuo-
Ja HaOMIONCHNS MPOU30LUIO 3HAYMMOE MOBBIIICHUE
roka3areneii kpearnauna (p=0,001) 1 MoueBO KHUC-
notel (p=0,002), a Takke CHM)KEHUE CYTOYHOH IKC-
kpenuu Oenka ¢ Moot (p=0,001) u pCKD (p=0,02).

Ha MomeHT nocneanero oocne1oBanus CHUKCHUE
pCK® menee 60 mui/MuH, ypoBeHb KpeaTHHUHA U MO-
YEBHHBI CBBIIIE BO3PACTHOW HOPMBI OTMEYAJIHMCh y
JIByX MalUEHTOB, AocTUrnX TepmuHanbHoi XbII u

Tabnuua 1/ Table 1

JlaGopaTopHblie gaHHble geTtei ¢ Hedputom BcnepctTeme IgA-eackynuta LM Ha MOMeHT
npoeegeHusa Heppooduoncum u nocsegHero oécnenoBaHus

Laboratory data of children with nephritis due to IgA vasculitis HS at the time of kidneys biopsy
and of the last examination

Mokasatenu, EL, Touka 1, M+m Touyka 2, M+m p
06wt 6enok, r/n 63,83 £1,24 68,96 +1,3 0,49
AnbOYMUH, /N 38,7+0,87 41,88 £0,81 0,28
KpeaTnHWH, MKMONb/N 57,5+ 3,08 123,8 £40,2 0,001
MouyeBuHa, MMOsb/N 46+0,2 58+1,2 0,32
MoueBas kncnota, MKMOJb/n 254,9+10,89 270,5+ 19,29 0,002
XonecTepuH, MMonb/n 5,8+0,38 4,4+0,28 0,05
pCK®, mn/Mun/1,73 m? 116,8 £ 3,5 106,1£5,5 0,02
CyTo4Has npoTenHypus 0,89+0,18 0,58+0,33 0,001
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MOTYYaBLIMX 3aMECTHTEJIBHYIO TTOYCUHYIO TEPAIHIO
(3IIT).

Moponoeuueckue usmenenus: MEST+Cun ISKDC

M1 (me3aHruanbHas THIEPKIECTOUYHOCTL Oolee
0,5) ormeuanack y Bcex manueHToB; E1 (snmokammi-
JISipHAasl TUIIEPKJICTOYHOCTh) HE BBISIBIICHA HU Y OJHO-
ro pedenka; S1 (cermeHTapHsblii ckiepo3) —y 18; T1
(TyOynsipHas aTpodus 1 UHTEPCTUITHATBHBINA (HUOPO3
B 25-50%) —y 7; C1 (nonymynust MmeHee yem B 25 %
KIIyOOUKOB) BBISIBIICHBI y 8 AeTeil. CliefyeT OTMETUTD,
YTO Y OJHOT0 peOeHKa PH MPOBEACHUH SIEKTPOHHOI
MUKpockonuy (OM) BBISIBICHO 04aroBo€ yTOJIICHUE
6azanbHbIX MeMOpaH 110 8001300 HM ¢ ITMHEHHBIMU
npocBeTiieHusaMu u orcytereue UI'X sxcnpeccun o3
cyObequHUIB! KoutareHa 1V tuna (KIMHUYECKH re-
MaTypHsl ¢ IPOTEMHYpUeH He He(hPOTUIECKOTO YPOB-
HSl, KaTapakTa 000MX IJ1a3), YTO HE MO3BOJISIET UCKITIO-
YUTh HalTMuue (POHOBOW HACIEICTBEHHON MaTOJIOTUH
(cuHIpOM ANBTIOPTA).

Haubonee yacToii HaX0AKOM MMMYHOTHCTOJIOTUH
OBUTIO TIPUCYTCTBHE NeNO3uTOB IgA (n=25),mpuuem
n301MpoBaHHas skcrpeccus IgA ormeuena B 11 ciy-
yasx. KomOunarus [gA+IgM nokazana y 12, komOu-
Haius [gA+1gGy6 u Taxke y 6 BBIIBIEHO CBEUEHHE
BCEX TpeX KJIaccoB MMMyHOrnoOynuHoB. KomOuHna-
mus IgA ¢ C3-KOMIIOHEHTOM KOMILIEMEHTA OTMEYEHa
y 8. OkcrpakanwmsipHast npoaudepanus (3I1) y 5 uz
8 accounnpoBanach ¢ geno3uramMu C3-KoMIuIeMeHTa
B koMOMHanuu ¢ IgA. CBeueHHs BceX KJIacCOB HM-
MyHoroOyanHoB u C3, Clg-kommieMeHTa He ObUIO
BBISIBJICHO HU Y OIHOTO peOeHKa. Y TpeX MalueHTOB
UI'X-uccnenopanue He MPOBOAUIOCH.

VY oxnoro pebeHka HehpoOHOIICHS ObLIA BBIMOJ-
HEeHa JIBaX/bl — B Bo3pacTe 9 u 12 yieT no npuunHe
HETPEPHIBHO-PELUANBUPYIOIIETO XapaKTepa TeUCHHsI
HedpuTa ¢ yXyIIeHUeM ITOYeYHbIX (QYHKIUH, HECMO-
Tps. Ha NPOBOAMMYIO UMMYyHOcympeccuBHyto (MC)
tepanuio. [1pu nepBoii 6Guoncuu BeisiBIEH Kinacc [Vb
(MIEOS1TO+ C1, mpu UT'X —IgA3+, [gM2+, [gG3+,
C3-kommnement 2+, Clq 0), npu MOBTOPHOI MpoO-
neMoHcTpupoBan perpecc OII, MeMOpaHO3HBIX W3-
MeHEHUH, (PUOPHMHOMIHOTO HEKPO3a, NCUC3HOBEHHUE
skcnpeccnn IgA n M, C3-koMIuleMeHTa, CHHKEHHE
IgG1+, M1EOSITI1+ CO, yTOo MOXHO CBSI3aTh C IPO-
Bonumoi MC, a Takke CKIepOTHYECKUE U3MEHEHUs
B Kiryboukax u crpome. K 17 rogam y manpumka pas-
Buiiack TepmuHanbHas XbI1.

Cormacuo ISKDC knaccudukanuu, xmnace [ (mu-
HUMaJIbHbIC N3MEHEHUS KJIyOOUKOB) HE BBISBIICH HU
y oxgHoro pebenka, kinacc Il (uncras mezaHrnanpHast
npomudepanyst 6e3 momynynuit) — y 17, kmace Illa
(pokanbHast cerMeHTapHas Me3aHTHajbHAs MPOJIH-
¢epanus ¢ nonynyHusaMu MeHee 4yeM B 50 % xiy0ou-

koB) — y 10, xmacc 116 (muddy3Has me3aHrnanbHas
nponudepanns ¢ NonyIyHUssMA MeHee yeM B 50 %
KITyOOYKOB) HE BBISBIICH HU Y OJTHOTO peOeHKa, KJ1acc
IV (IVb) (Me3anrnanbHas mpoiaudeparus ¢ moyay-
HusiMu B 50-70% xiyboukoB) — y 1, kinacc V (me-
3aHrHajbHas npoiudepanus ¢ MOMyITyHUAMH Oojee
yeM B 75 % ki1yOoukoB) He Obu1 BbIsiBiIeH. Kitace VI
(TIceBIOMEe3aHTHOKATTMILISAPHBIN HePpUT) —y 1, KOM-
ounanus [[la+VI —y 1, tpancdopmanus kmacca [Vb
(pu nepBoit 6uoricuu) B VI —y 1.

Konyenmpayusa 0ecanakmo3unupoganHo2o ummy-
Hoznobynuna A 6 culeopomie Kposu

Psan nccnenoBareneil B mocieaHue rofsl ONUCHI-
BalOT 00ITHOCTH maTorenesa [gA-unedpomnarun u [gA-
Backynuta LI, npennonaras yuactue abeppaHTHOTO
IgA B pasButum 3aboneBanuii [14]. KoHnenTpamus
deGal-IgA1 B cbIBOPOTKE KPOBH Y JI€TeH C HEPPUTOM
Bcaeactaue IgA-sackynura 1T coctaBuna ot 0,0 1o
87,3 ur/mn [Menuana 4,55, TOBepUTENbHBIN HHTEPBAT
(AN) 0,75-21,05, B cpearem 14,09+4,01], uyto 3Ha4H-
MO IPEBBIMIAIO TTOKA3aTeNN yCIOBHO-3I0POBBIX Jie-
tei (n=35): 0-6,9 ur/mi (Mmennana 1,0, 11 0,4-2,5,
B cpeareM 1,6+0,3), HO ObliIa HIKE ITPH COTIOCTABIIE-
HUM ¢ neThbmu ¢ [gA-Hedponarueii (0,0-220,0, mean-
ana 7,2, I 0,8-34,7, B cpeanem 29,0+6,9), p<0,05.
Hamu He oOHapyKeHO CBS3M MEXAY MOBBILICHUEM
o0miero ceiBopoTouHoro IgA u abeppantHoro IgA y
JeTel ¢ nopaxxeHueM nouek npu IgA-sackynure 11T
[lonmy4yeHHble AaHHBIC TO3BOJISIIOT HPEANIOIOKUTh
Bo3MokHOe yuactue deGal-IgAl B mMmyHomarore-
Hese [gA-Backynura I y nereit.

Konyenmpayus Hexomopuix uMMyHHBIX MOLEKYN 8
CHIBOPOMKE KPOBU

Pesynbrarel onpeneneHnsl KOHIEHTPALMU B CBIBO-
POTKE KpOBH MapkepoB akTuBammu T- m B-mmmdo-
mutoB (RANTES, BAFF), mpoBocnianuTenbHBIX MOJIe-
Ky (caspase 1, TNFa, IL1p), a Takxke MapkepoB 3HI0-
TeMAIBHON JUCYHKIMHU (COCYAUCTOTO SHIOTEINAIb-
Horo VEGF u tkaneBoro tpancgopmupyromero dax-
Topa pocta TGF1f) y nereit ¢ HedpuTOM BCIIEACTBUE
IgA-Backymura III" 1 3MOpOBBIX IPHUBENICHEI B TAOM. 2.

KoHneHTpauusi MapkepoB akTHBauuu T- H
B-mum¢pountoB (RANTES, BAFF), mposocnanu-
TenbHBIX Moiekyn (caspase 1, TNFa, IL1p), a Taxxke
MapKepoB 3HAOTEIMATIBHON TUCHYHKIMU (COCYIU-
croro 3HorennansHoro VEGF u TkaneBoro Tpasc-
¢dopmupytomero ¢axropa pocra TGF1f) y mereii ¢
Hedpurom BenenctBue [gA-ackynura IIT okaza-
Jach 3HAUYUMO BBILIE B CPAaBHEHHM CO 3JOPOBBIMHU,
YTO OTPaKaeT UX BKJAJ B pa3BUTHE 3a00eBaHuUS.

Hccenedosanue omoenvHuix nokazameneil mema-
bonuueckoeo cmamyca y oemell ¢ Hehpumom 6cieo-
cmesue IgA-eackynuma LT
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Bcnencteue IgA-sackynuta LUM

Tabnuua 2 / Table 2
Pe3yanaTb| nccecinegoaHna MUMMYHHbBIX MOJiekyn 'y AETeﬁ C Hed)pMTOM

The results of the study of immune molecules in children with nephritis due to IgA vasculitis HS

KoHueHTpaumsa B CbIBO- | [pynnbl Ounana3oH konebaHus | M+m MepuaHna |25-75 % OU P

poTke Kposw, Ef, obcnenyembix KOHLeHTpaumm

RANTES, Hr/mn IgA-Backynut 138-1800 717,6 £ 80,4 530 488-1100 0001
310poBbIe 125-510 411,7+18,4 460 365-480 ’

BAFF, nr/mn IgA-Backynut 240-1561 631,9+70,6 442 390-890 0001
310poBbIe 62,5-300 174,4+10,9 150 125-250 ’

Caspase 1, nr/mn IgA-Backynut 18,1-693 261,6 £ 30,2 225 137,5-372,5 0.001
300poBbIe 12,5-100 52,57 = 3,96 50 45-70 ’

TNFa, Hr/Mn IgA-Backynut 138-1800 29,583+5,24 530 489-1100 0.0001
300poBble 125-510 37,89 2,03 460 365-480

IL-1B, Hr/Mn IgA-Backynut 3,8-96,6 25,22 + 3,22 21,5 15,6-31,2 0.001
300poBbIE 3,9-31,2 12,84+1,18 13,8 7,3-16,3 ’

VEGF, nr/mn IgA-Backynut 138-1800 594,2 + 64,6 530 488-1100 0.001
300poBbIE 125-510 147,2+10,8 460 365-480 ’

TGFB, nr/mn IgA-Backynut 80-930 313,1+45,3 196,3 133,1-485 0001
300poBbIe 31,2-180 130,9+4,98 140 120-150 ’

Tabnuua 3 / Table 3

PesynbraThl UCCNepoBaHusa OTAENbHbIX MOKa3aTene meTabonn4yeckoro cratyca y aetei
c HedpuTom BeneacrTeue IgA-eackynura LU

The results of the study of individual indicators of metabolic status in children with

nephritis due to IgA vasculitisHS

ll((gg;f’HEEaumq B CbIBOPOTKE LSZI"\IAF:)I( obcne- f.:j_:l::::aﬁcl)ﬂn;mmq M<m Meaviana | 25-75 % U b
ALVNOHEKTUH, HI /MA IgA-BackynuT 9,3-80,2 32,73 + 3,23 30,2 17,3-46,2 0.0001
3p0poBbIie 17,6-601 142,9 + 26,7 93,98 39,02-217,3 ’
NenTuH, Nr/mn IgA-BackynuT 272-2227 1275+ 88,7 1250 942,5-1631 003
3p0poBble 51,5-2360 1297 +£140,4 1314 805,9-1933 '
Ob6ecTaTtuH, Nr/mn IgA-Backynut | 125-293,5 247,0+6,48 252,7 224,5-269,6 0.0001
3p0poBble 14,6-294,3 121,1+18,4 69,31 47,9-257,5 ’
OcTeonpoTerepuH, Hr/mn IgA-Backynut | 1-250,1 16,66 + 8,87 2,2 1,6-4,5 05
300poBbIe 1,4-3,2 1,820+ 0,35 1,5 1,4-2,4 ’
Butamun D, 25(0OH)D, Hr/mn | IgA-Backynut | 2,3-23,4 9,645+ 1,01 7,7 5,6-14,6 0001
3p0poBbie 5,03-53,9 24,10+ 2,57 20,85 12,2-32 ’

Pesynbrarel MccnenoBaHMs OTIENBHBIX ITOKa3a-
Teneil MeTabomu4ecKoro craryca (aJuNOHEKTHHA,
JIeNTHHA, 00eCcTaTHHA, OCETONPOTErepruHa, BUTAMIHA
D 25(OH)D) B cbIBOpOTKE KPOBH JIETeH ¢ HEPPUTOM
BerenctBue [gA-Backymura LI 11 ycrioBHO-310pOBBIX
(n=30) npexncrasieHsl B Ta0. 3.

3HaYMMOe CHI)KEHUE YPOBHS aIUTTIOHEKTHUHA, JIETI-
THHA, BUTaMHHa D oTMedeHo y manueHToB ¢ HedpH-
toM Benenactsue IgA-Backynmura 1IN mo cpaBHeHUIO
CO 3/I0pPOBBIMH, B TO BpeMs Kak ypOBeHb 0OecTaTuHa
OBLI TIOBBIIICH.

Pesynbrarel  MCCIICNOBaHMA MapKepOB CEpPIEYHO-
COCYAMCTBIX HApYIIEHNH (HaTpUiTypeTHIECKOro enTH1a
Pro-BNP, BricokouyBcTBUTETBHOTO C-peakTHBHOTO Oe-
Ka (hs-CRP), tpancdeppuna (Transferrin)) B celBOpoTKe
KpOBH JIeTeil ¢ HepHuToM BeiencTBre [gA-packynmmra
LI u 3mopoBbIx (n=20) mpencrapieHs B Ta0. 4.

68

O6napyxenbl 6ojee Bbicokne ypoBHH Pro-BNP,
hs-CRP npu IgA-Backynure III" B cpaBHeHHMH cO
3nopoBbiMU. [TokazaTens TSAT (CoOTHOIIIEHUS CHIBO-
POTOYHOTO >Kele3a K TpaHC(heppuHy, MpeiaracMbli
pAIOM HccienoBareieil B KauecTBE HE3aBHCHMOTO
MIPEIUKTOPa KapAHOBACKYJIAPHBIX HAPYLICHUH) TpU
IgA-Backynure LI Takke nmpeBpIiIan TAKOBOU Y 3710-
poBeIX (0T 9,5 mo 95,7 mpotus 9-75, meauana 42,05
npotus 13,3), p=0,005.

IIpu3Haku CTPyKTypHOH NEPECTPONKH MHOKapAa
1o pesyiaprataM pacdy€THbIX uHaekcoB UMMIDK u
OTCJIX BbIsiBICHBI Y 6 4eNIOBEK: TUMIEPTPOPHS MHO-
Kap/la KOHIIEHTpHUYecKas — y 3, peMoneInpOBaHUE
KOHLIeHTpHu4eckoe —y 1, macca Muokapaa (MM) cBbI-
e 90-95 nentuneit —y 2, B To Bpems kak mo Y3U
pe3yiabpraTaM TOJBKO Y OHOTO MajbuHKa OOHapyKe-
Ha TUNEPTPOPUS MENKIKETYINOYKOBOH MEPErOpOIKH
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Tabnuua 4 / Table 4

Pe3ynbraTbl UCCNIe[0BaHUA MapKepPOoOB cepaeyYyHO-COCYANCTbIX HapyLUeHUi
y Aeten ¢ Hedpputom BeneactTeume IgA-sackynurta LU u 300poBbIX

The results of the study of markers of cardiovascular disorders in children with nephritis
due to IgA vasculitis HS

KoHueHTpauus B cbiBOpoT- | Fpynnbl o6cne- | nanasoH konebaHus | M+m Mepgnana |25-75 % OU p

Ke kposu, En, nyembix KOHLLEHTpaLmn

Pro-BNP, nr/mn IgA-BackynuT 26,6-429,5 87,36 + 14,3 71,4 35-98 0001
3n0poBble 1,4-119 38,20 £ 6,04 29,4 23,4-41,75 ’

hs-CRP, nr/mn IgA-Backynut 2147-3000 2745 = 37,1 2796 2684-2882 0003
3n0opoBble 710,7-2951 2230+151,7 2541 2143-2678 ’

Transferrin, nr/mn IgA-BackynuT 10-25 18,77 £0,85 18,8 14,1-23,5 09
3n0poBble 4,9-116,5 19,29 +5,19 15,3 12,2-17,4 ’

(MXKTI). IIpu3Haku KapauOpeMOICIHMPOBAHNS COXpa-
HSUTACH TIPY HCCIICIOBAHWU B TMHAMUKE y OJHOTO U
Pa3BUWIIMCh Yy BTOPOTO MabUUKa (KOHIIEHTPUYECKOE
pEMOIENMPOBAHNE), Y KOTOPBIX OTMEYEHO TPOTPecCcH-
poBanne Hedpura 10 TepmMuHaIbHOW XbII. Y 06omx
narueHToB Y3U Tarxke MoATBEP K IaI0 THITIEPTPOQHIO
MOXKII u 3anneii crenxu JOK. Taxxke npusHaku pemo-
JeTUPOBaHUS 10 PACUETHBIM MHJIEKCAM Y OIHOTO pe-
OcHKa B 1e0roTe Ooe3Hu ¢ npeBbimearneM MM 90-95
LEHTWICH YCWJIWINCh C Pa3BUTUEM AWJIATALIMOHHON
THIEPTPOGUH, Y IPYTOT0 — KOHIIEHTPUIECKOE PeMO/Ie-
JIMPOBaHUE CMEHWJIOCH yBennueHueM MM cBbiiie 95
LIEHTUJIEH, Y TPOUX — UHJIEKChl HOpMaJin30Bajauch. He-
00XOIMMO OTMETHTH, 4TO Y Bcex Y3V -kapTiHa Obla B
HopMme. Pacaer MM, naaexcoB UMMJDK n OTCJDK
SIBIISIETCS PAaHHUM TIPEIUKTOPOM HavalbHBIX MpPU3HA-
KOB PEMOJICIIMPOBAHUS MUOKap/a B cpaBHeHUU ¢ Y31
cepaua.yY nereit ¢ IgA-packynmutom HII' Tommuna
KWM cnpaga B cpenneM coctaBuia 0,42+0,02, y 310-
poBbIx (n=37) — 0,4+0,02 (p=0,6), cea 0,39+0,03, y
3n0poBeIx — 0,4+0,02 (p=0,8).

Jleuenue

20 manueHTaM OBLT Ha3HAYECH IPEIHHU30JI0H B
no3e 1-2 mr/kr nepopansHo, mynbe-Tepanusi ' KC ne
npoBoauiiach. J[Ba MajpuMka MOJy4YUId 6 CEeaHCOB
mynsc-Tepanuu nukiiopochammmom (LID) B moze 0,5
r/mM? 1 pa3 B Mecsiil, onHOMYy 3 HuX a0 [[® HasHa-
qasics modernia mukodernonar (MMD), npyromy —
nukitocriopuH (L[C) B komOnnanuu ¢ I'KC, omnako,
HecMOTps Ha arpeccuBHyto MC, HegpuT nporpeccu-
poBan g0 tepmuHanbHOU ctaguu XbBII. W3 apyrux
[UTOCTaTHYECKHUX areHTOB — 7 MallMeHTOB MOMyYan
HC, 5 — azarnomnpun, 1 — MMO®, 1 — netikepan. Cme-
Ha UUTOCTATUYECKOM Tepamnuu MmpoBelneHa y 4 Malb-
YHKOB T10 TIPUYHHE HENPEPHIBHO-PEIHINBUPYIOIIETO
TeueHus Hedpura: y ogHoro — LIC, 1D, azarnonpus,
y ogHoro MM®, 11®, y ognoro — LIC, azatuomnpus, y
OJTHOTrO — JIeHKepaH, a3aTuonpuH. M3 HUX y JBYyX Je-
Tel Kk 16—17 romam pasBuiiach TepMuHasibHas XbII,
onn Haxoxunuck Ha 311T.

BonpmMHCTBO HAIUX MAMEHTOB (n=26) TOJy-
yanmu tepannio MAIID ¢ aHTHTIpOTEeNHYpUYECKO U
He(POMPOTEKTHBHOMN IIENIFI0 C YUETOM HAJIWYHS He-
He()POTHYECKOTO YPOBHS MPOTEUHYPUHU B COYETAHUN
¢ IepcucTUpyrouieil Mukporemarypueil. Jletu ¢ uzo-
JIUPOBAHHOM reMarypuell HaxOAWIUCh MOJ TUHAMU-
JeCcKUM HabJIIoneHneM Bpada-Hedpoiiora U Meauka-
MEHTOB HE TTOJTy4aJIH.

OBCY>XAEHUE

Cpenn cucTeMHBIX Bazomaruii y jgeredt IgA-
Backymut I oTHOCHTCS K Hamboiee pacmpocTpa-
HEHHBIM, 110 JJAHHBIM Pa3HBIX aBTOPOB, MOpPAKEHHE
nmovex npu HeM otMeuaeTcs B 25-80 % ciryqaes [3-7].
Crnenuduieckux 1a00paTOPHBIX TECTOB IJIS JUATHO-
CTHKHU HET, MOXeT ObITh OTMEUEHO TOBbIIIeHue [gA,
HOPMAJIbHBI KOMIIEMEHT W YpPOBHH aHTHUHYKIIE-
apHBIX W aHTHUTE] K HEUTPODMIHHOW ITUTOILIa3ME.
Koarymorunueckue TecTsl OOBIYHO 0€3 OTKIOHCHHH,
YUCJIO TPOMOOITUTOB MOXKET OBITh B HOPME HIIH TIO-
BBIIIATHCSI, MOYKET OTMEUaTbCs akTUBAIUS (PHOPUHO-
JU3a TIPH JIETKUX opMax OO0JE3HU M €Tro IeTPecCus
npu TsoKeNbIX.[lomydeHHbIe psiioM aBTOPOB M COO-
CTBEHHBIE Pe3yJbTaThl TO3BOJSIOT PEKOMEHIOBATH
ucnoip3oBath KoHIeHTparuio deGal-IgAl, mapke-
poB aktuBanmu JImMpornutoB RANTES, BAFF, mipo-
BOCITAJTUTENIBHBIX MoJiekyn (caspase 1, TNFa, IL1p),
a TaKKe MapKepOB DJHIOTENHAIHHOW TUCHYHKINN
(VEGF u TGF1pB) B cBIBOpOTKE KPOBH y ACTEH C He-
(hpurom Benencreue IgA-Backymura I B kauecTBe
JIOTIOJTHUTENTHHBIX KPUTEPUEB THATHOCTUKN aKTHBHO-
CTH OOJIE3HHU.

Tucronoruueckoe uccneroBaHUE MOYEUHOMN TKa-
HU TIOKAa3aHO ISl OTPENeNIeHUs CTEeTeHH TSHKEeCTH
MOpa)kKeHUsI ¥ TPOTHO3MPOBAHUS TEUEHHUsS 3a00ieBa-
Hus y nereil. IMEHHO BOBJIEUEHHE OYEK OIpenes-
€T JI0JIFOCPOYHBIN mporHo3 npu IgA-Backynute LT,
TaK KaK HanOoJiee THKEIBIM OCIOKHEHUEM SIBIIICTCS
dhopmupoBanue TepmuHaasbHOoM XbII. Kak mpaswuiio,
HapymeHue GyHKImn nodek u Al He xapakTepHBI B
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HayaJsie 3a00J€BaHMsl, OHAKO MOTYT Pa3BHUBAaThCs B
JalbHENIIeM, KOPPEJIUpys ¢ BBIPAKEHHOCTBIO POTe-
WHYpPHUH U BO3PacTOM BO3HUKHOBEHUs 3a00JeBaHUs,
YTO TOATBEPXKIAIOT M TOJyYCHHbIE HAMH JaHHbIC.
OOBIYHO HEPPUT OTPAaHUUUBACTCS OJHUM SIH3010M
¢ penkuMH paHHUMH peuuauBamu (y 25 %) u xopo-
LIMM IIPOTHO30M Y NpeoOnagaronero OonbUIMHCTBA
nerei, mumb y 1% 3aboneBaHue NPOrpeccHpyeT
no tepmuHansHOi XbBII (coOCTBeHHBIE TaHHBIE Je-
MOHCTPUPYIOT Iporpeccuposanue B 6,5 %). OgHaxo
PHCK Pa3BUTHUS BO3BpaTa B TPAHCIUIAHTAT BO3MOXKEH
y TPeTH MAaLMEHTOB, YTO HpeAONpeeisieT MpoBee-
HUE JeTanbHOro mMmyHogoruyeckoro, UI'X u OM
uccieoBaHuil. BakHO OTMETUTB, 4TO MpH Hedpute
HMEET MECTO KaK INIOMEpYIIpHOE, Tak U TyOylouH-
TEPCTULHAIBHOE TIOPAXKCHHUE.

CBOEBpPEMEHHOE BBISIBJICHHE MapKEpPOB OBICTPOTO
MIPOTPECCUPOBAHMS U HEOIATONPUSITHOTO TEUCHHUS 3a-
OoneBaHMs ABJIACTCS KIIFOUEBBIM 3BEHOM B BEIOOPE Me-
TOZA TEPANUH U AalbHEHIIeH TAKTUKN BEJCHUS M-
CHTOB, YTO Ha IIPAKTUKE HEPEAKO IIPEACTABIACT 3HAUH-
TenbHble TpyaHocTH [15, 16]. Bo3pact crapiue 6 Jer,
MypIypa Ha JIMLE U BEPXHUX KOHEUHOCTAX, TaCTPOHH-
TECTUHAJIbHBIC KPOBOTEUCHUSI, CHI)KCHHE aJlbOyMUHA
1 (pubpHuHOTrEeHa CHIBOPOTKH KPOBH, TOBBIILICHUE Kpea-
THUHUHA CBIBOPOTKH KpoBH, AL, mporpeccupoBanue Mo-
YEeBOr0 CHMHAPOMA B BUJIC TeMATypUH U NPOTCHHYPUH
HE(QPOTUYECKOrO YPOBHS, 10 MHEHHIO OOJIBIIMHCTBA
aBTOPOB, CUNTAIOTCS (PAKTOpaMU PHUCKA IIOYEHHOTO T10-
Bpexxaenus mpu [gA-ackymure LT Tsoxensiit Hedpur
siBrsieTcst (hakTopoM pucka it popmupoBanust XbI1
ocobenHo y nauuenToB ¢ HC Hepenko yxe B JETCKOM
Bo3pacte. CoriacHO pesyabTaTaM MeTa-aHajlu3a, Ipo-
BeznerHoro D. Shi et al., Oonee crapmmii Bo3pact Ha
MOMEHT ze01oTa BacKyiuTa, cHmxenne pCK®, manu-
(ecTanus ¢ HePPOTUIECKOTO WK codeTaHust HepH-
THYECKOTO M HE(PPOTHUYECKOTO CHHAPOMOB, a TaKKe
HaJIM4YHUe «IOITYJIYHUID C OLICHKOM M3MEHEHUH, Xapak-
tepHbIX A7 knacca I, IV o ISKDC-acconumpytores
C MPOrpecCUpOBaHUEM He(pHUTA U HEOIArONpPHATHBIM
JONIrocpodHbIM nporHo3oM [16]. CoOcTBeHHblE Ha-
OJIONICHNST TALMEHTOB C MPOrPECCHPYIOLIMM 10 Tep-
muHanbHOM XbII HegpuTOM MEeMOHCTPUPYIOT IE0I0T B
Bo3pacte 8 u 9 ner, kiaccel llla, IVb+VI, spkyro UT'X
2-3+ cBeueHus KiaccoB Ig M KOMIIEMEHTa, HalIU4ue
OIl B omHOM ciydae, HeMpepbIBHO-PELUIUBUPYIOIINI
XapakTep TeueHust Hepputa, pa3BUTHE B TUHAMUKE pe-
3ucTeHTHOro Kk nposoauMoit MIC-teparmmn HC c rema-
Typuei u Al

Jleuenne mamuenTa ¢ HepuTOoM BeieacTBre [gA-
Backynuta L™ TpeOyer nnanBuayansHoct. CoBpe-
MEHHBIC B3IVl HA POJIb THIICPKOATYJSILMN B pa3-
BUTHM OOJIE3HM M3MEHMJIM IIpECcTaBIeHue 00 00s3a-
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tensHOCTH 'KC B Tepanun. OnpaBnaHo Ha3HAYeHHE
NPEAHM30JI0HA B 103¢ 2 MI/KI/CYT B Ha4daJbHbIH Ie-
pHoI pu OypHOM TEUEHUH MPOLECCca, UMEHHO B TOT
nepuoa, Korna HanOosee 3HAYMMbl UMMYHOIATONO-
rudeckue casurd [3, 4]. Cormacuo KDIGO 2012 r.,
I'KC He pekoMeHAyIOTCS ¢ IENbI0 NPeayIpexaeHU
pa3BuTHs HeppUTa y MAUEHTOB C BacKynuToMm [17,
18]. Iloka3aHO AMMTENbHOE HA3HAYCHHE aHTHArpe-
rantoB. LlenecooOpasHo MCHONb30BaHUE MHTHOUTO-
poB AII® (MAII®D) nnu GIOKATOPOB PELENTOPOB K
AT (BPA) (ocobeHHO marpieHTaM ¢ TPOTEHHYpHUEH )
qutensHo. KDIGO 2012 r takke pekoMEHAyeT
IpU NEepCUCTUPYIOLIEeH mpoTenHypun Oonee 1 r/cyt
nocne nonbITku JeueHus MAII® unu BPA nHaszna-
yate 'KC B Teuenue 6 mec, a 1uis gedeHus: Hepputa
¢ OII — 'KC+IC [17, 18]. 84 % Hamwmx nauueHTOB
nonydanu tepanuio UAIID ¢ aHTUNpOTEMHYpUYE-
CKOH M PEHONPOTEKTUBHOMN LIEIbIO C YyYETOM HATHYHS
NPOTEHHYPUHU HE HE(POTHUECKOTO YPOBHS, UTO MOJ-
TBEPXKIACT pE3yJbTaThl HAOMIOAEHUH OOJIBIIMHCTBA
uccle10BaTeNeH.

JLJ1st HalMX MaueHTOB TAKKe TOATBEP K ACHA IPO-
THOCTHYECKAsl LICHHOCTh CJIEAYIOMNX KIMHUYECKUX
napamMeTpoB: HAJINYHME BBICOKOAKTUBHOIO He(pu-
ta — HC B coueranuu c remarypueit u Al, mporpec-
cupylouiee yxyaueHue (pyHKInu noyex (HapactaHue
KpeaTHHHHA, MOYEBUHBI CHIBOPOTKH KPOBU B JAWHA-
Mmuke, cHmkeHne CK®, HecMOTpsl Ha MPOBOAUMYIO
UC-tepanuio), nepcuctupyonas NpoTeHHypuUsl He-
He()POTHYECKOTO YPOBHS C TeHACHIHEH K pocty, Al
Caenyrome MOpQoIornueckre napamMmeTpbl mokasa-
JIM TPOTHOCTHYECKYI0 3HAYMMOCTb: Me3aHTHalbHas
nponudepanrs U CKIEpo3 CErMEHTapHOIO XapakTe-
pa, YTOJNIIEHNE U YIBOCHUE CTEHOK KalMUIsIpoB, (u-
OpMHOMIHBIC U3MEHECHHS KalMJUISIPHBIX METEIb, Me-
3aHrHajbHasl MHTEPNO3ULMs, npoueHT DI, cTeneHsb
IJIOMEPYJIOCKIIEpo3a, TyOyITOMHTEPCTHLINANbHBIE TIO-
BpexaeHus. KiimHnko-1abopaTtopHble MPU3HAKK MIPH
BBICOKOM HH/EKCE AaKTHBHOCTH THCTOJIOTHYECKUX
WU3MEHEHMH BKIIIo4aan yckopeHHyo COD, nepcucTu-
pytomyto Al, nporenHypuio, reMaTypHro.

Pesynbratel pacuétHbix uHaekcoB Y3U cepaua
U COHHBIX apTepuil, 1a00paTOPHBIX TECTOB (CHIKE-
HHUE YPOBHSI aJUNOHEKTHHA, BUTaMHHA D, nentuHa,
noBeIcHue oOectatuHa, Pro-BNP, hs-CRP, moka-
3arenst TSAT) MO3BOJISIOT OTHECTH MAIIMCHTOB C He-
tdpurom Bcnencteue IgA-Backymura LT B rpymmy
YMEPEHHOI'O PHUCKA PAa3BUTHUS KapAHOBACKYJSPHBIX
HapyLICHUI.

3SAKJTIOYEHUE
Kmunnueckn y nereit ¢ Hedputom mpu IgA-
Backynute LII' yame Bcero orMeudaercs pa3BUTHE
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MHUHHMMAJIBHOTO MOYEBOrO CHHApoMa (cremeHb B),
Mopdonornuecku kiacc Il (uncras mezaHruanpHas
nponudeparyst 6e3 noyryHwuit). B merckoM Bo3pac-
TE XapaKTepu3yeTcs 100pOKadeCTBEHHBIM TCUCHHUEM,
penkumu peunansamiu. Ilporpeccuposanue HedpuTa
1o tepMmuHanbHOM cranguu XBII cioyuunocs y aByx
MaJBIuKoB (6,5 %) k 16 1 17 romaM ¢ IITUTETBHOCTHIO
TeueHus: Oone3nu 9 u 8 jer coorsercTBeHHO.Iloka-
3aHO0 Bo3MokHOe yuactue deGal-IgAl, daxropos
aktuBarmu T- 1 B-mumdormroB (RANTES, BAFF),
npoBocnanuTenbHbIX Moekyn (IL1J, TNFa, caspase
1), mapkepoB 3ngoTenuanbHoi nucynkaun (VEGE,
TGEFp) B passurun 3aboneBanusi. Al 3apeructpupo-
BaHa y 42 % neTeil, NpU3HAKH KapJUOPEMOIETUPOBa-
HUS 110 pe3ysibTaTaM pacu€THBIX MHAEKCOB Y 19,3 %.
CHmxeHMe ypOBHS aIUIIOHEKTHHA, BUTaMuHa D, nen-
THHA, MNoBbIMIeHHEe oOecTatuHa, Pro-BNP, hs-CRP,
nokazarenst TSAT mo3BOMSIFOT OTHECTH MAMEHTOB C
He(dputom Benencteue IgA-Backynura LI B rpymmy
YMEPEHHOTO PHCKA Pa3BUTUS KapIUOBaCKYJSPHBIX
HapyLIeHUH, YTO JAUKTYET HEOOXOIUMOCTh CBOEBpE-
MEHHOM KOPPEKLHMH AJISl MPEeAynpeKICHNs Iporpec-
CHPOBaHUsI XPOHUYECKOW OONIC3HU MOYEK.
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I1.A. Huiprosa, H.JI. Casenkosa”

CPABHWTEJTbHOE NCCITEOBAHNE SOOEKTVNBHOCTW
LINTOCTATUYECKOW TEPAMMM MEPBOTO BbIEOPA VHTIBUTOPAMI
KANTbUWHEVPUHA N UHTUBUTOPAMIW CUHTE3A HYKJTEOTOB
FTOPMOHOYYBCTBUTEJIBHOTO, TOPMOHO3ABNCUMOTO

N CO CTEPOUOHON TOKCUYHOCTbIO HEDGPOTUYECKOTO
CVHOPOMA'Y OETEN

Kadepnpa dakynsretckor neguatpun CaHkT-NeTepOyprckoro rocyaapCcTBEHHOro neanaTpmyeckoro MeanuuHCKoro yHnsepcuteta, CaHkT-
Metepbypr, Poccus

PEDEPAT

LIEJIb NCCJIEAOBAHWS. OueHnTb B CpaBHUTENIBHOM MCCNEO0BaHNM 9PPEKTUBHOCTb LMTOCTATUYECKOM Tepanmmn NepBoro
BblOOpa MHIIMOUTOPOM KaNbUUHENPUHA LMKIOCNIOPUHOM U MHIMOUTOPaMU CUHTE3a HYKJIEOTUA0B — MPOU3BOAHLIMU MUKODE-
HOJI0BOW KMCNOThI [MUKodeHonata modeTtunom (MM®D)/murkodeHonaTtom HaTpUs] PeLMAMBUPYIOLLETO 1 HaCTO PELMONBUPY-
IOLLEr0 FOPMOHOYYBCTBUTENBHOIO, FOPMOHO3aBUCUMOI0 U CO CTEPOUAHON TOKCUYHOCTbIO HedpoTuyeckoro cuHapoma (HC) y
neten. MAUMEHTBI K METO/bI. NMpoBeagHo kaTaMHECTUYECKOE NCCefoBaHme C OLLEeHKOM ocobeHHoCcTen aebioTa, TeueHus,
neyeHus ropMmoHouyscTBuTenbHoro HC y 48 netein [29 manbumkoBs (60 %) 1 19 nesouek (40 %)] ¢ peunanBmpyolym 1N 4acTo
peumManBmpyloLMM TeHEeHNEM, Pa3BUTUEM CTEPOUAHON 3aBUCUMOCTU U/UIN TOKCUYHOCTU. B cpaBHUTENBHOM UCCNeaoBaHnm
oueHeHa 3D EKTMBHOCTb LIMTOCTATUYECKON Tepanum NepBoro BbiIGopa MHrMOUTOPOM KanbLMHENPUHA (LMKIOCMOPUHOM) Y
17 nauneHToB N MHrMBUTOpamMu CUHTE3a HykneoTuaos (MM®, mukodbeHonatom HaTpus) y 31 naumeHTa no 4JMTesbHOCTH
pemuccum HC B TeveHune 6 mec n 1 roga nocne nevenuns. PE3Y/IbTATbI. YCTaHOBAEHbI CTaTUCTUYECKN 3HAYUMbIE PA3NNYnS B
onuTtensHocTn pemuccun HC B TeyeHre 6 mec 1 1 roga nocne ymMtocTaTMyeckon Tepanuu nepeoro Beibopa MM®/mukode-
HOJIATOM HaTPUS 1 UMKIOCNOpUHOM Y aeTeit. Pemunccust HC B TeveHne 6 mec nocne tepanum MM®/MukodbeHonatom HaTpust
coxpaHsanack B 67,7 % (y 21 n3 31 naumeHTa) B OTAM4Me OT TakOBOWM Nocne Tepanmm LuKnocnopuHom — B 29,4% (y 5 us 17
nauneHToB) (p<0,05). Pemunccusa HC B TedeHne 1 ropa nocne tepanun MM®/MmnkodeHonatom HaTpus coxpaHanach B 58,1 %
(y 18 u3 31 naumeHTa) B oT/IM4Me OT TaKOBOM Nocne Tepanuu upkiocnopuHom — B 23,5% (y 4 n3 17 naumeHTtoB) (p<0,05).
LinknocnopurHoBas TOKCUYHOCTb AMarHocTMpoBaHa 13 17 naumeHtoB y 5 (29,4 %): noBbileHe KpeaTuHuHa (1), apTepuans-
Has runepTeH3us (3), runepnnasuvs gecex (3) npu Tepanun 6onee 12 mec ¢ o6paTHbLIM PasBUTUEM NpU OTMeHe. [MoboYHbIe
addeKTbl Tepanmn MHIIMOUTOPaMUM CUHTE3a HYKIeOTUAO0B Habntoganmcb 13 31 naumenta Tonbko y 1 (3,2%) B BUOe numado-
neHnyeckoro kpusa. SAK/TIOYEHUE. Pemuccuns peuyanBrpyloLwero n 4acto peuvanBmpyowero ropMOHOYYBCTBUTENBHOTO,
ropMOHO3aBMCUMOr0 1 CO CTEPOUAHON TOKCUYHOCTLIO HC y AeTei B TedeHme 6 Mec nocne LMTocTaTuyeckor Tepannmy nepBo-
ro Beibopa MM®/MrKodpEHOIaTOM HATPUS UU LIMKIOCMOPUHOM CoXpaHsinach B 67,7 n 29,4 % cCOOTBETCTBEHHO, B TEYEHUE
1ropa —B58,1123,5% COOTBETCTBEHHO. B peadynbrate CpaBHUTENBHOIO NCCEQ0BAHNS CTATUCTUYECKM OOCTOBEPHO yCTa-
HOBMEHO, 4TO pemuccus HC B TedeHre 6 mec 1 1 roga coxpaHsanach Yalle y AeTein, Nony4aBLumnx Tepanuio nepBoro Beibopa
MM®/MnkodbeHoNnaToM HaTpUs.

KnioueBble cnoBa: HedpoTUYECKUIA CUHAPOM, LUUTOCTaTUYeCKasl Tepanuvs, UHIMOUTOp KaibUUHENPUHA, UHIMOUTOPSI
CUHTE3a HYKNeoTUAOB, UMKIOCNopuH, MM®, mrukodeHonaT HaTpus, OeTu

P.A. Nyrkova, N.D. Savenkova

COMPARISON OF FIRST CHOICE CYTOSTATIC THERAPY WITH
CALCINEURIN INHIBITORS AND NUCLEOTIDES SYNTHESIS INHIBITORS
IN CHILDREN WITH STEROID-SENSITIVE, STEROID-DEPENDENT
NEPHROTIC SYNDROME WITH STEROID TOXICITY

The Department of faculty Pediatrics of the Saint-Petersburg Pediatric State Medical University,Saint Petersburg, Russia

ABSTRACT

AIM. Evaluation in comparative study the efficiency of first choice cytostatic therapy with calcineurin inhibitor cyclosporine Aand
nucleotide synthesis inhibitormycophenolatemofetil (MMF)/mycophenolate sodium in children with relapsing and frequently
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72



ISSN 1561-6274. Hedponorus. 2020. Tom 24. Ne3 ISSN 1561-6274. Nephrology. 2020. Vol. 24. Ne3

relapsing steroid-dependent and steroid-sensitive nephrotic syndrome (NS) with steroid toxicity. PATIENTS AND METHODS.
Follow-up study with analysis of onset, clinical course and treatment includes 48 children ((29 boys (60 %) 1 19 girls (40 %)) with
relapsing and frequently relapsing NS, developedsteroid dependence and/or steroid toxicity. The efficiency of first choice cy-
tostatic therapy with calcineurin inhibitor cyclosporine Ain 17 patients and nucleotide synthesis inhibitormycophenolatemofetil
(MMF)/mycophenolate sodium in 31 patients is estimated in comparative study by analysis of 6 month remission rate and one
year remission rate after treatment.RESULTS. Statistically significant differences in 6 month and one year remission rate after
first choice cytostatic therapy with MMF/ mycophenolate sodium and cyclosporine in children are established. Remission of
NS during 6 months after MMF/ mycophenolate sodium treatment was in 67,7 % (in 21 from 31 patients) unlike of that after
cyclosporine —in 29,4 % (in 5 from 17 patients) (p<0,05). Remission of NS during one year after MMF/ mycophenolate sodium
treatment was in 58,1 % (in 18 from 31 patients) unlike of that after cyclosporine — 23,5% (in 4 from 17 patients) (p<0,05). Cy-
closporine toxicity was diagnosed in 5 from 17patients: increased creatinine (1),arterial hypertension (3), gingival hyperplasia
(8) in treatment more than 12 months with reverse development after cancel. Side-effects after nucleotide synthesis inhibitor
therapy was dignosed only in 1 from 31 patients (3,2 %) — lymphopenic crisis. CONCLUSION. Remission of relapsing and fre-
quently relapsing steroid-dependent and steroid-sensitive with steroid toxicity NS during 6 months after first choice cytostatic
therapy with MMF/ mycophenolate sodium and cyclosporine in children was in 67,7 % and 29,4 % respectively, during one year
in 58,1 % and 23,5 % respectively. As the result of comparative study remission during 6 months and one year was statistically
significant more often in children after first choice cytostatic therapy with MMF/ mycophenolate sodium.

Key words: nephrotic syndrome, cytostatic therapy, calcineurin inhibitor, nucleotide synthesis inhibitor, cyclosporin, MMF,
mycophenolate sodium, children
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AKTyaJIbHOCTh TIPOOIEMBbI TOPMOHOYYBCTBHUTEINb-
Horo HC y nereit 00ycioBieHa peluAMBUPYIOIIAM U
YacTO PelUIUBUPYIOLIIM TEUEHHUEM C Pa3BUTHEM CTe-
POUIHOM 3aBUCUMOCTH U TOKcHuHOCTH [1-8]. ISKDC
(1978) momomarnyeckuii HePOTUUECKUA CHHIPOM
(MHC) no mopdonoruu knaccupuuupyroT Kak ¢ MHHH-
MaJIbHBIMU M3MEHEHHSAMH, (POKAIBHBIN U cerMeHTap-
HBIH TIOMepyaocKiepo3, auddy3Has Me3aHrHaIbHas
nponudepanus [ 1]. B meanarpuueckoit Hedponorunye-
CKO ITPAKTUKE BBIIEIISIIOT TOPMOHOYYBCTBUTENBHBIN U
TOpMOHOpPE3UCTeHTHBIN BapuanTel MHC, cuutas, 9to
OTBET Ha ITFOKOKOPTUKOMIIHYIO TEPAITHIO UMeeT Ooliee
Ba)KHOE TIPOTHOCTHUYECKOE 3HAUYeHHE, YeM OIIeHKa T'H-
CTOJIOTHUECKOTO BapuaHTa T0 pe3ynbTaraM OHOIICHH,
BBITIOJIHCHHOH B Havaje 3a0oseBanus [2—10]. U3Bect-
HO, uTo B cTpykrype MHC y nereit 1-18 et npeobia-
naetr HC ¢ MUHUMAIbHBIMA MU3MEHEHUSIMU, KOTOPBII
XapaKkTepu3yeTcsi CUMIITOMOKoMILIeKcoM yuctoro HC
(oTcyTCTBHE TreMaTypHH, apTepUaibHON THIIEPTEeH3HN)
TOPMOHOYYBCTBUTEJILHOCTBIO (HOpMaTU3alysl aHaJIH-
30B MOYH B Te€UEHHUE 4—8 HEJ| TIIIOKOKOPTUKOUIHOM Te-
pamnuy ¥ HACTYIUICHUE MTOTHONU PEMHUCCHH ), COXpPAaHHOU
¢dyHkuumeit nouek [2—10].

VY nerelt ¢ ropmoHouyBcTBUTENbHEIM HC mocie
ne0I0Ta OTMEYCHO PEIUINBUPYIOIIEE H YacTO PELH-
nuBupytomee teuenue B 70-80% cmyuaes [2—10].
[Mon peumauBupyromum TedenneM HC moHumaror
BO3HUKHOBEHHE MEHee 2 peIUINBOB B TedueHHe 6
Mec win 1-3 penunuaa B Teuenue 12 mec. Ilox yacto
PEeLUIMBUPYIOLINM — 2 peluauBa U Gojee TeUeHHE

6 mec nim 3 peruanBa u Ooiee B TeueHne 12 mec
[2-8].

TopMOHO3aBHCHMOCTD TIPOSIBIISICTCS PELIMIUBOM
HC npu cHMWXEeHHH DIIOKOKOPTUKOUIHOM Tepanuu
WM B T€YEHHUE 2 HeJ| TI0CIe €€ OTMEHbI [2—8].

Pa3BuTHe ropMOHO3aBHCUMOCTH, PUCK U pPa3BU-
THE CTEPOMIHON TOKCHMYHOCTH, TSDKEJIbIE MIIOBOJIC-
MHUYECKHUE KPU3bl U/WIK TPOMOO3bl y JeTel ¢ peuu-
JUBHPYIOIIMM M 9aCTO PELUIUBUPYIOLINM TCUCHUEM
HC sBnstrorcs moka3aHUsIMM K HA3HAUCHHUIO TEPATUH
LUTOCTATUYECKUMH,  CTEPOHI-0CBOOOXKIAIOIIUMHU
npenaparamu [6—12].

B mpomutom Beke y nereld mpu ropMOHOYYBCTBH-
tensHOM HC ¢ 9acTto peruanBUPYIOIUM TEUCHUEM C
Pa3BUTHEM CTEPOMIHOM 3aBUCHMOCTH U TOKCHYHOCTH
KaK LUTOCTaTHYECKUH Ipenapar IepBoro BeIOopa npu-
MEHSUINCh AJIKUIIUPYIOLIHE areHThI (XJ10pOy THH, LIUKJIO-
thocdan) [7-10]. B HacTosmmee Bpems y AeTei UCTIONb-
3yIOT HHTHOUTOPB! KAJIBIIMHEHPUHA — HUKJIOCIIOPUH U
HHTHOUTOPBl CHHTE3a HYKJICOTHUIOB — MHKO(EHOJIAT
modermnt (MM®), mukodernonar Harpus [11-16]. Ber-
00p LIMTOCTATUYECKOTO MIPenapara AjIsl JICUCHUS IeTeH
C TOPMOHOYYBCTBUTEIBHBIM, TOPMOHO3aBUCUMBIM U CO
cTepouHON TokcmdHOCThI0 HC nmomkeH OBITH OCHO-
BaH Ha MaKCHMaJIbHOW Oe30macHOCTH u 3(heKTHBHO-
ctu. KDIGO (2012) npencraieHsl penMymiecTsa u
HEOCTaTKH OCBOOOMKIAIOIINX OT KOPTHKOCTEPOUIOB
IpernaparoB epBoro Beioopa (tadm. 1) [7].

HuxtocriopuH y neteil IpuMeHseTcs IpU peLuan-
BUPYIOIIEM U 9aCTO PELMIUBUPYIOLIEM CO CTEPOH[I-
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Tabnuua 1/ Table 1

MpeumywiecTBa U HeJOCTaTKN OCBOOOXAAIOLWMNX OT KOPTUKOCTEPOUAOB NpenapaToB
nepBoro Bbioopa, NCMNoJib3yeMbIX MPU 4aCTO PEeLUAUBUPYIOLLEM UM TOPMOHO3AaBUCUMOM
ropMoOHOYYBCTBUTEJSIbHOM HePPOTUYECKOM CUHApPOME
(KDIGO Clinical Practice Guideline for Glomerulonephritis, 2012) [7]

Advantages and disadvantages of corticosteroid-sparing agents
as first agent for use in FR or SD SSNS [7]

lMpenapat MpenmywiecTsa HepocTtartkn
Lnknodoc- |OnutenbHasa pemuccua nocne | MeHee adbdekTnBeH Npu ropmoHo3asmcumom HC
damnpg, neyeHusa Heob6x0aMM MOHUTOPVHI aHann3a KpoBKM B TEHEHWE NIeYeHNs!
JewesunsHa MoTeHuManbHble Cepbe3Hble HEMEeOJIEHHbIE 1 OTAANEHHbIE NOO0YHbIE 3P dEKTbI
B03MOXHO NpoBefeHne ToNbKo OJHOro Kypca
Xnopamby- |OAnutenbHas pemuccus nocne | MeHee acddekTnBEH Npy rOpMoHo3aBncumom HC
umn neyeHus Heo6x0aM MOHUTOPVIHI aHanu3a KPoBM B TEHEHUE NIeYeHUS!
JeweBn3Ha MoTeHuManbHbIe CEPbE3HbIE MOOOYHBbIE 3P PEKTHI
B03MOXHO NnpoBeaeHne TONMbLKO OAHOro Kypca
He anpobvpoBaH npu ropMoHO4YYBCTBUTENBHOM HC B HEKOTOPBIX CTPaHax
Neamnzon | Mano no6o4HbIX adpdekToB [Ons noppepxaHns pemmuccum TpebyeTcst NPOAOIKUTENBHOE Sle4eHre
JewesunsHa OrpaHn4YeHHOe NpUMeEHeHNEe
Lmknocno- |MpoponxutenbHbele pemuccun y | Ans nogaepxanus pemmccumn TpebyeTcs NpoaoSiKUTENIbHOE JIeYeHNE
PUH HEKOTOPbIX AeTer C ropMoHO3aBu- | loporon
CMMbIM FOPMOHOYYBCTBUTENbHBLIM | HEDPOTOKCUYHBIN
HC KocmeTtnyeckre noboyHble 3pPeKTb
Takponumyc | MpoponxutenbHole pemuccun y | NpoaonxmTenbHoe NeYyeHne Yacto TpebyeTcs 4S8 noaaepx)xaHns peMmmccum
HEKOTOpPbIX AeTer C rOPpMOHO3aBu- | [loporoin
CUMbIM FOPMOHOYYBCTBUTESNbHLIM | HEPPOTOKCUYHBIN
HC Puck pa3BuTtusi caxapHoro anabeta
He anpobupoBaH npu ropMoHo4yBCTBUTENBHOM HC B HEKOTOPbIX CTpaHax
Mwukode- MpoponxutenbHble pemuccun y | MpogonknTenbHOE NeYeHne YacTo TPedyeTcs A1k NoaaepPXKaHNs PEMUCCU
Honara HEKOTOPBLIX AETEN C HaCTO peunan- | BodaMoxHO MeHee 3P eKTUBEH, YHEM UHIMOUTOPLI KaNbLUUHEPUHA
ModeTun BUPYIOLLUM, TOPMOHO3aBUCUMbIM | [loporom
rOPMOHO4YYBCTBUTENbHBIM HC He anpobvpoBaH npu ropMoOHOYYBCTBUTENBHOM HC B HEKOTOPbIX CTPaHax
Marno no6o4HbIX 3P PeKToB

HOM TOKCHMYHOCTBIO ropmoHo3aBucumoM HC ¢ 1988 .
[11]. A. Tejani (1988) y 6 mereif ¢ 4acToO peIyIUBH-
pytominM HCMU npu Tepanuu HUKIOCIOPUHOM A B
703e 7 MI/KT B Te4eHHe 8 Hesl HaOITroIam UCXO B pe-
muccuto [11]. Otmeueno, uro y nanuento ¢ HC Bo3-
HUKaJIM PELUANBBI IIPY MONBITKE CHIDKEHUS 03Bl I
orMeHe mmkiocnopuHa [8]. Ilpodnema mmkmocmopu-
HOBOM 3aBUCHMOCTH U TIOTEHITHAIEHON HEPPOTOKCHY-
HOCTH IOCTaBHJIa BOIPOC O PALMOHAIBHOCTH IIPUME-
HeHwns1 0oJiee HM3KUX 103 UKiIocnopuHa [7, 8, 11, 14].

MM® y nereit c HC mpumensiercs 6oee 20 net [6].
MexayHapoaHbIi ormbIT npuMeHeHust MM ®/Mukode-
HOJIaTa HAaTpusl MOKas3ajl, YTo JaHHbIC Iperaparbl He
TpeOyIOT MOHUTOPUHIA B KPOBH, TIPY IPUMEHEHHUH OT-
CYTCTBYET remnaro- u HepoToKCHYHOCTS [ 12—19]. Cre-

Tabnuua 2 / Table 2
Pexunmbl Tepanuu MM® peteii c HC [15-19]
Doses of MMF therapy in children with NS [15-19]

ABTOp, rog

R. Hogg (2003) [15]

S. Mendizabal (2005) [16]

S. Al-Akash, A. Makdama (2005) [18]
G.G. Vallejo (2010) [18]

J. Gellermann (2013) [19]

[o3sa

600 mr/m? 2 pasa B AeHb
415-970 mr/m?/12 4
500-1087 mr/m2/24 4
450-700 mMr/m?/24 4
1000 mr/m?/24 4
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JyeT oOpaTuTh BHUMaHKE Ha TO, 4TO j103a (450-1200
MI/M?) ¥ TIPOJOKUTENBHOCTD Teparuun MM®/muko-
(heHoIaTOM HATPHS P YACTO PELUAUBUPYIOLIEM, FOp-
MOHO3aBUCHMOM U CO CTEPOUIHON TOKCUUHOCThI0O HC
y ZeTell pa3nuyaoTcs N0 MyOIUKALMAM C pe3ysbTaTa-
MH HcciieoBaHus A (HEKTUBHOCTH U HHCTPYKLHSAM 110
MEIMILMHCKOMY NPUMEHEeHuIo mpenapara «Maiidop-
Ky, «Cemicent [13—19]. KDIGO 2012 pexomenay-
€T JUIUTEJILHOCTh Tepanuu He MeHee 12 mec [3].

Lenp uccnenoBaHus: OLEHUTh B CPABHUTEILHOM
uccien0BaHuM 3PPEKTUBHOCTD IUTOCTATUYECKOM Te-
paruy MHrHOUTOPOM KaJIbLIMHEHpPUHA (LIUKIOCIOPU-
HOM) ¥ HHTUOUTOPOM CHHTE3a HyKJIeoTH10B (MMD/
MHUKO(EHOJIATOM HATpHsl) PELUIUBUPYIOLIETO U Ya-
CTO PELHUIMBUPYIOLIETO T'OPMOHOUYBCTBUTEIIBHOTO,
TOPMOHO3aBHCUMOIO M CO CTEPOMIHONH TOKCHYHO-
cteto HC y nereil.

NMAUMEHTbBI U METOAbI

Kpurepun BKJIIOYEHHUS B UCCIIEIOBAHUE: JETU JI0
18 met, cumnromokomiiekc HC 6e3 remarypuu ¢
COXpaHHOW (pyHKUMEH MOYKH, PELUANBUPYIOLIUM U
4acTo PELUIAMBUPYIOLIMM TEUCHUEM CO CTEPOUIHOM
3aBUCHUMOCTBIO M/MJIM TOKCHYHOCTBIO. JlnarHoctuka
HC npoBoaunack no MeXayHapOAHBIM CTaHIapTam
[1-3, 5]. Auarno3 ropmonouyBctBUTENbHOTO HC Yy
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neteil 1-18 et craBuiics HA OCHOBAaHUU CUMIITOMO-
komiuiekca HC, coxpanHo#i (yHKIUM MTOYEK, TOPMO-
HOYYBCTBUTEJILHOCTH, OTCYTCTBHUSI TeMaTypuu U ap-
TepUaJIbHOW T'MIIEPTEH3MM, HE Ipuberas K Ouorncuu
nouku [2—8]. Hebror HC xapakrepn3oBacs MOIHBIM
KIIMHUKO-JIA00paTOpHBIM cuMITToMOKomIiekcoM HC:
OTeKH, nporeunypus 4,6+0,6 T/CyT, THIONPOTEHHE-
Mmust (0Ommii 6e10k 46,2+0,8 1/11), TUIOATEOYMIUHEMUS
(ampOymuabl 18,2443 1/11), THNIEpA2TIIO0YTHHEMUS
(22,1+1,4%), runepXxonucTepuHEMUs (XOJIECTEPHH
8,7+1,2 MmMonb/m), runeppudpuHOoreHeMus (hpudpu-
HoreH 7,6+1,1 r/m), yBenmuenue COD (35,146,2 mm/
gac). CkopocTh KiyOOoukoBOH (hunbTpanuu mo ¢hop-
myne IlBapma — 127,3+5,4 mu/muH. ['opmMoHOUYB-
CTBHUTEJILHOCTBIO CUUTAIIM HOPMAIM3ALUI0 aHAJIM30B
MOYH B TeUEHHE § HEJl MPETHU30I0HOTEPAIINH B CTaH-
JapTHOM MakCUMaIbHOU 703¢ 60 Mr/M? v 2 MI/Kr
1 HACTYIUICHHE KIMHHUKO-JIA0OPAaTOPHOH PEMHCCHUHU.
Buomncus nmouku i yTouHEeHUs MOP(OIOTrHIECKOro
nuaro3za HC ¢ MUHMManbHBIMU M3MEHEHUSIMH TIPO-
BeneHa y 19 (39,6 %) u3 48 nereii ¢ 4acTo peluaNBH-
PYIOILIMM TE€UEHHEM, Pa3BUTHEM CTEPOUIHON 3aBUCHU-
MocTu.PenmanBupyomee 1 4acTo peluAnBUpYIOIIee
teuenne HC y nerell KOHCTaTHUpOBalIUd B COOTBET-
CTBHUH C OOIICTIPUHATHIMU peKoMeHaanusaMu [ 1-8].

[IpoBeneHO KaTaMHECTHYECKOE HCCIIEIOBAHHUE C
OLICHKOM ocoOeHHOCTel nefroTa, TeUeHUs, JICUCHHs
ropmoHouyBcTBUTENbHOTO B f1ebtote HC y 48 nereit
[29 manpankoB (60 %) 1 19 neBouek (40 %)] B Bozpac-
Te OT 4 10 18 net. B cpaBHUTENBLHOM HCCIIEIOBAaHUU
olieHeHa 3(Q(PEKTUBHOCTh Tepanuu NEepBOro BeIOOpa
WHTHOUTOPOM KallbIIWHEWpUHa (IIUKIOCIIOPUHOM) Y
17 manyeHToB M MHIMOMTOpPaMU CHHTE3a HYKJICOTH-
noB (MM®, mukodenonarom Harpusi) y 31 maruen-
Ta 1o coxpanenuto pemuccuu HC B Teuenue 6 mec u
1 rona mocne nedenust. OLEHNBaANIACh YaCTOTA KINHU-
YECKHUX MPOSIBICHUH aJIJICPTUU U ONPEAEIICH CIIEKTP
CCHCHOMJIM3ALMH K aJUIepreHaM IO pe3yJbraTaMm Io-
BhIIIIeHUs crienuuieckux IgE B kpoBu y neTeii ¢ pe-
LUIMBUPYIOLMM 1 yacTo peunausupytomum HC co
CTEPOUIHON 3aBUCHUMOCTBIO U TOKCHYHOCTBIO.

Hnst cratucTuyeckoil 0OpabOTKM TMOMYYEHHBIX
PE3YyJIbTaTOB HCCIEIOBAHUS HCIIONB30BAJICS IAKET
MIPUKJIATHBIX CTAaTHCTUYECKUX Mporpamm Statistica
6.0. MeTtoapl onucareabHON CTATUCTUKU BKIIFOYAIH B
ce0s OLIEHKY CpelHero apu(pMeTHYeCKOro 1 cpeHe-
KBaJpaTn4yHoro otkiaoneHus. [Ipu pacuere nocrosep-
HOCTH Pa3JIMunil NOTy4YEHHBIX JaHHBIX HCIOJIb30BaI-
cst KpUTepHii 2 ¢ momnpaskoii Merca.

PE3YJIbTATbI
Knnanko-naboparopHblit CHUMITTOMOKOMILJICK-
crosiHoro, ropmoHouyBcTBuTesbHOr0 HC, 6e3 apre-

PHAJILHOM TMIIEPTeH3UM M HAapyLICHUs! QYHKIUH IO-
yek auarHoctuposaH y 48 nereit (100%) B nedrore
3aboneBanus. CpenHMi BO3pacT AETEH Ha MOMEHT
neorora HC coctaBun 4,242,3 rona. J[ebrot ropmo-
HouyBcTBUTENBHOTO HC B 95,8 % BO3HHK B paHHEM U
JIOITKOTBHOM Bo3pacte (oT 1 o 7 net) y 46 nereid, B
4,2% —y 2 nereti (ot 8 mo 10 ner 10 mec).

V 48 nereil BeIABIEHA CEHCUOMIM3ALNA K ITHALIE-
BbIM ajutepreHam B 100 %, ObrroBbIM — B 90 %, IBLITB-
IEBBIM — B 65 %, antnaepMaibHbIM — B 52 %, OakTepu-
abHBIM — B 13 %, TpHOKOBBIM — B 6 %; KIMHHYECKUE
NpPOSBIICHUSI aJUIepru  (aTONMUYECKUH JIepMaTuT,
OpoHXHaJbHas aCTMa, AJUICPIHUCCKUI PUHUT, aJljIep-
TUYECKH KOHBIOHKTUBUT) — B 67 %, TIOBEHIIIIEHUE B
kpoBu obuero IgE — B 50 %.

HauanpHylo Tepanuio mpeaHu30J0HOM MPOBOAU-
i B cooTBeTcTBHU pekoMeHmanusM ISKDC (1978),
APN (1990), KDIGO (2012), oTeuecTBeHHOM! IIKOJIBI
nenuarpoB-Hedposnoros. Tepanust nediora HC mpo-
BOJMJIACH C HCIIOIb30BAHUEM IIPEAHN30JI0HA B CYyTOY-
HO# 03¢ 2 mr/kr win 60 mr/m*/cyT (He Gomee 60 mr/
cyT) B Teuenue 4—6 He, 3atem 1,5 mr/kr 4—6 Hex (per
0s). Y Bcex AeTeil oTMeueHa TOPMOHOYYBCTBUTEIIb-
HOCTh (HOpManu3alys aHAJIU30B MOYM B TEUYCHHE
1 Mec mpenHU30JI0HOTEpalui) U JIOCTUTHYTA pe-
muccusa HC. Ipu peunause HC y nereil HazHauanu
MPETHU30JI0H B CYyTOYHOW MaKCUMAIIbHOM J103e 2 Mr/
KT Wi 60 Mr/m? 10 OTCYTCTBHS IPOTEHHYPHH B 3 110-
CJICZIOBATENIbHBIX aHAJIM3aX MOYHM, 3aTE€M Ha3zHa4aju
NPEAHU30JI0H B aJILTEPHUPYIOLIEM PEKHUME B CyTOY-
HO# m03¢e 40 mr/m? (1,5 mr/kr/cyT) B TeueHnue 4 Hep.
Peunnueel HC y nereil accolMupoBaHbl ¢ KIMHUYE-
CKUMH TPOSIBICHUSIMUA aJUICPIHUHM WM BHUPYCHBIMH
WHPEKITUIMU.

[TokazaHusiMH U1 HA3HAYCHUS LIUTOCTAaTHYECKOM
tepanuu y 48 nereii ¢ HC aBnsunce yacto penuauBu-
pyloliee TeueHue, pa3BUTHE TOPMOHO3aBUCUMOCTH U
CTEPOUIHON TOKCHYHOCTH, a TAKXKE TSDKEIIbIC PELu-
JMBBI C THIIOBOJIEMHUUYECKUMH KPH3aMH.

V 48 pereit HC npuHsn penuanuBUpyOLUi 1 ya-
CTO PELUIMBUPYIOLINNA XapaKTep, U3 HUX C Pa3BUTH-
€M ropMoHo3aBucuMOCTU — y 36 (75 %). IlpusHaku
CTEPOUIHON TOKCHYHOCTHU BbIsIBICHBI Y 36 (75 %) u3
48 netelt ¢ peUuAMBUPYIOLIUM U YaCTO PELUTUBUPY-
oM HC: oxupenne — y 25 (52 %), 3agepxka po-
cra—y 5 (10%), 3aneprkka osoBoro passurus —y 4
(8 %), ocTeonopo3 nmo3BoHOYHHKA — Yy 2 (4 %), cTpun
Ha koxe —y 7 (15%), runeprpuxo3 — y 4 (8 %), ca-
xapHblil 1uader —y 1 (2%),cTeponaHas Karapakra —
y 21 (44 %), nCMX03MOLMOHATIbHBIE HAPYIICHUS — Y 5
(10%), spo3uBHbIi racTput —y 1 (2 %), XpoHndeckas
Ha/IMIOYEYHNKOBAs HEMOCTAaTOUHOCTE — Y 1 (2 %).

buoncus nouku nposexneHa y 19 (36,9 %) u3 48
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JeTell, TUCTONOrn4ecKas KapTHHA COOTBETCTBOBAJA
HC ¢ MuHMManbHBIMU U3MEHEHHUSMH.

Wurnburop KajabUMHEHpHHA — IHUKIOCIIOPUH
(Cangummyn Heopain, Llukinocnioput) Kak IUTOCTa-
TUYECKHUI Tperapar mepBoro BeiOopa moiydanu 17
nereid. [lukinocmoprH Ha3Havacs B 103¢e 2,5—5 mMr/kr/
cyT. Bo3pact kK MOMEHTY Ha3Ha4YeHUS LIMKIJIOCIIOPUHA
coctaBmi B cpepHeM 7,3+3,6 roma. [lnmurenpHOCTH
3a001eBaHsT K MOMCHTY Ha3HAu€HHs LHUKJIOCIIOpHU-
Ha coctaBuina 2,9+2.4 roga. AnutenbHOCTh Tepanuu
coctaBuia 3—6 mec y 4 nmauueHron, 6—12 mec —y 2
MaIUeHToB, oonee 12—24 mec —y 7 manueHToB, Ooee
24 mec —y 4 manmenToB. Y 8 u3 17 maruentos (47 %)
OTCYTCTBOBAJIM PELUIMBBI B TEUCHHE TEPalMu IH-
KJIOCIIOPMHOM. YCTaHOBJICHA peMuccHus 6 Mec mocie
Tepanuu HUKIocnopuHoM y 5 u3 17 (29,4 %) nereil.
VYcraHoBieHa peMuccus 1 roz nocie Tepanuy HUKIo-
cnopuHoMm y 4 u3 17 (23,5 %) nereil.

[uknocnoprHoBas TOKCHYHOCTh AMArHOCTHPO-
BaHa — V 5 (29,4%) u3 17 nanueHToB (MOBBIIICHHUE
KpeaTHHMHA — y 1, apTepuanbHasi TUIIEpTeH3Us — Yy 3,
TUIepILIa3ns IeCeH — y 3 mpu Tepanuu 6onee 12 mec)
¢ oOpaTHBIM pa3BUTHEM Ipu oTMeHe. Llukmocmnopu-
HOBasi 3aBHCUMOCThH (HapacTaHHE NPOTEHHYPHUH H
peunaus HC npu cHmwkeHMH 103b1 Ipenapara) KOH-
craruposaHa y 2 u3 17 mauuenros (11,8 %).

WNuruburopsl cunTe3a HykieotHa0B — MM® u
mukoenonar Harpusi (Cemicent, MaldopTuk) Kak
LUTOCTaTHYECKUI Tpenapar MepBoro BeIOOpa MOMy-
vai 31 mamuwent B go3e 450-600 mr/m?*/cyt. Bospacrt
K MOMeHTY Ha3HaueHnss MM®/mukodeHonara Harpus
coctaBui B cpenHeM 7,6+2,0 roga. JnurenbHOCTh 3a-
OoneBaHus y JeTeil K MOMEHTy Ha3HadeHns MM®D/
MuKo(eHomnara Harpus coctaBuna 3,6+2,1 roga. [mu-
TENMPHOCTh Tepanuun MM®D/MukodeHonaroM Harpus
coctaBmwia 3—6 mec y 11 nereit, 6-12 mec —y 13 nereli,
12-24 mec — y 5 nmereii, 6onee 24 mec —y 2 aereir. Y
22 w3 31 nanmenra (71 %) OTCYTCTBOBAIM PELIUINBBI
B TedeHne Teparmn MM®/mukodeHonatoM HaTpws.
VYeranosnena pemuccus 6 Mec nocie tepanun MM/
MmuxoeronatoM Hatpust y 21 u3 31 manuenra (67,7 %).
VYeranosnena pemuccus 1 rog nocne tepamun MMO/

muko(peHnonaroM Hatpus y 18 u3 31 mauumenta (58,1 %).
[lo6ounsie >ddextsr Teparmmu MMOD/MukodeHona-
TOM HaTpus HaOmromamich 3 31 mauenTa Toapko y 1
(3,2%) B BUIIE TUM(OTICHUYECKOTO KPH3a.

YCTaHOBJICHBl CTaTUCTUYECKH 3HAUYUMbIC pas-
nuuus coxpanenust pemuccun HC B TeueHue 6 mec
u 1 roja mocie IUTOCTATUYECKOW Teparuu IMepBoO-
ro Beibopa MM®D/mMukodeHOTaTOM HATPUS HITH IH-
kjocnopuHoM y nereil. Pemuccns HC B Teuenne 6
Mec mociie Tepanun MM®/mMukodeHoIaToM HaTpus
Kak IpernapaToB MEPBOTo BbIOOpa ycTaHOBIeHA y 21
(67,7%) n3 31 manueHTa B OTIIMYKE OT TAKOBOM MTOCIIS
Tepanuy MUKJIOCIOPUHOM KakK MpernapaTroM IepBOro
BbIOOpa —y 4 (29,4 %) n3 17 mammentos (p<0,05). Pe-
muccust HC B Teuenue 1 roma nocie tepanuu MM®/
MHUKO(EHOIATOM HAaTpHUsl KaK MperaparoM IEpPBOTO
BbIOOpa yctanoBieHa y 18 (51,8 %) u3 31 nauuenra
B OTJIMYHME OT TaKOBOH MOCJE TEPANUK LUKIOCIIOPH-
HOM Kak IpenaparoM Iepsoro Bbidbopa — 23,5% (y 5
u3 17 marmmenTos) (p<0,05).

OtcytcTBue 3QQeKTa OT HUTOCTATHIECKOH Tepa-
MUY IUKJI0ciopuHoM 1 MM®/mukodeHnonarom Ha-
Tpus u nocneayromue perauaussl HC mocie oTMeHsl
npenapara HaOmroganuch u3 48 nereit y 26 (54 %) u
obun acconmmpoBanbsl ¢ OPBU y 3 nereit (11,5 %),
peakTuBanuen repriec-BUpycHbIX nHpeknui 1/2, 4,
5, 6 TunoB — y 14 nereii (53,9 %); KIMHUYECKUMU
NPOSIBJICHUSIMH AJJIEPTUU U CEHCUOMIM3auen K aj-
nepreHam —y 9 nereit (34,6 %).

OBCYXAEHUE

Hamu ycraHOBIEGHBI CTaTUCTHYECKH 3HAUYUMBIC
pasnnuns B yactore coxpanenus pemuccun HC B te-
yeHue 6 Mec U | roga y AeTeid mocie HUTOCTaTUUeCKON
Tepanuu TepBoro BeIOOpa MM®/muKodeHoTaToM
HaTpHs U IUKJIOoCTIOpUHOM. 1o maHHBIM TUTEpATYPHI,
tepannss MM®/MukodeHonaTroM HaTpUst TPUBOIUT K
3HAUYUTEIILHOMY CHIKEHHUIO TIPEIHU30I0HOTEPAIIuH 1
COKpAILICHUIO YAaCTOThI PELIIUBOB Y MAL[HEHTOB C Ya-
CTO PEeUUAMBUPYIOIIUM U ropMoHozaBucuMeiM HC,
Py 3TOM OTMEYEHa XOpoluasi NepeHOCUMOCTh Tpe-
napara ¢ MUHUMYMOM TT0004HBIX ¢ dekToB [19-27].

Tabnuua 3 / Table 3
AnutenbHocTb pemuccua HC nocne Tepanmm LUKJIOCNOPUHOM
n MM®/mukodpeHonatom HaTpua y 48 peteii
Duration of remission of NS after therapy with cyclosporine
and MMF/mycophenolate Na in 48 children

Lintoctatnyeckas LinknocnopwH, MM®d/ mukodeHonar | x2 p

Tepanus n=17 HaTpus, n=31
AnntenbHoOCTb pemmuccmnn
HC nocne oTMeHbl Tepanum A6cC. % A6cC. %
Pemuccusa 6 mec 5 29,4% 21 67,7% 5,05 0,0247
Pemuccua 1 rog 4 23,5% 18 58,1% 3,98 0,0462
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Hawmu ycranosnena pemuccust HC 6 mec u 1 ron
rocJje Tepanuy HUKIocnopuHoM B 26,3 u 21,1 %, co-
oTBeTCTBEHHO. [lo maHHBIM JMTEpaTyphl, HEraTHB-
HBIEC CTOPOHBI MPUMEHEHHUS IUKJIOCTIOPUHA CBOISTCS
K Oosiee pelkuM ciaydasM JOCTHKEHHUS MPOIOIKHU-
TenbHON pemuccun HC mocne oTMeHBI npenapara,
YacThIX PELUANBAX MPU CHUKCHUU JI03bI WJIK OTMEHE
Tepanuu (LIUKJIOCIIOPUHOBOM 3aBUCHMOCTH), pa3Bu-
THH LUKJIOCHOPHH-aCCOLMUPOBAHHON HEPPOTOKCHY-
HOCTH, TMCTOJIOTHYECKH MPOSBIAIOLICHCS THATUHO-
30M apTepHONI U HHTEPCTUITHANTBHBIM (hrOpo3om [28—
32]. JlaHHBIE THCTOJOTUYECKON KapTUHBI OMOITATOB
mouku manueHToB ¢ HC, mmrensHo (Oomee 24-36
MeEC) MOITYyYaBLIMX LUKIOCHOPHH, CBUACTEIBCTBYIOT
0 Pa3BUTHM LMKJIOCIOPUH-UHIYLIUPOBAHHOTO TYyOy-
JIOMHTEPCTULMAIBHOTO MOBPEXICHUS, YTO OCOOEH-
HO XapakKTepHO ISl MalMeHTOB muafiie 5 jget [29].
ABTOpBI CAETIANN 3aKII0YEHHUE, YTO aJTbTePHATUBHBIHI
npenapar J10JDKeH ObITh Ha3HaueH nocie 36 mec Jie-
yeHHs LukinocnopuHoM [29]. C ydeToMm pHcKa BO3-
HUKHOBEHHS IMKJIOCTIOPUHOBOH HE()POTOKCHYHO-
CTH, YBEJIIMUMBAIOIIUMCS C JUTUTEIILHOCTBIO TEPAITUH,
Y. Hamasaki, F. Komaki, K. Ishikura (2017) [30]
PEKOMEHAYIOT NPOBEJCHNE OUONICHM TOYKU KasKAble
3-5 ner. B Hamem MccaeTOBaHUN MBI HE TIOTYYHIIN
LUKJIOCTIOPUHOBON HE(PPOTOKCUYHOCTH MO JAaHHBIM
OMOIICHU TTOYKH.

Cuwnratot, yto HazHauenne MM® y nereit ¢ HC,
JUTUTEJIFHO TIOMYYaIOIIMX LMKIOCIOPHH, IO3BOJISET
OTMEHHTH WM CHU3UTh JI03y CTEPOMJIOB U IIMKJIOCIIO-
pHUHA, a TaKKE YMEHBLIUTb YacTOTy peuuauBoB [20].
B cooTBeTcTBUM C JAaHHBIMH JIMTEPATYphl, TEparus
niepBoro Beioopa MM® nmaet et mocTmkeHus u
COXPaHEHUsI PEMUCCUH Y ACTEH C YacTO PELUIUBHUPY-
rorM, ropmoHosaBucuMbiM HC [20-27] 1 mostomy
pEeKOMEHIOBaHa JETsIM ¢ TopMoHo3aBucuMbiM HC 1o
HazHaueHus Lukiocnopuna [22]. Hamu ycranoBieHa
pemuccust HC B Teuenne 6 mec u 1 ropa nocine tepa-
. MM®/muxodenonarom narpus y 67,7 u 58,1 %
JIeTel COOTBETCTBEHHO. ABTOPBI CUUTAIOT, YTO TEPAITHS
MMO® y gerelt ¢ 4acTo PeLUIMBUPYIOLIUM, FOPMOHO-
3aBucuMbIM HC Goree npeanoyrurensHa, 4eM MoTeH-
UAITLHO He(PPOTOKCHYHBIM ITUKIOCTIOpUHOM [12, 14,
23]. OtcyrcrBue 3¢ dexra oT IUTOCTaTHIECKON Tepa-
Uy IUKIociopuHoM U1 MM®/mukodenonatom Ha-
TpHUs ¥ MOCIEAYIOLIHE PELUANBEI IOCIIE OTMEHBI Ipe-
napara Obutu cBsizanbl ¢ OPBU, peaktuBanueii reprec-
BUPYCHBIX HHPEKINH, KIMHIYECKUMH MPOSBICHUAMH
JUIEPIUU ¥ CEHCHOMIIN3alrel K aiepreHam, 4To co-
IJIACYETCs C pe3yabTaTaMy NCCICAOBAHUM JIUTEPaTyPhI
[10, 14, 33]. M.J. Kemper et al. (2018) cuurarot, 4To
JajbHEHIINE necaeoBaHus HEOOXOIMMBI TS BBIOOpa
JiedeHus Ipu ropMoHouyBcTBUTeNbHOM HC, mpuBozs-

et k aurenpHoi pemuccun HC Ge3 momepxuBaro-
el IMMYHOCYTIPECCUBHOU Tepanuu [34].

SAKJTIOMEHUE

Ilo pesymbraram wuccienoBaHHs MOKAa3aHO, YTO
peMuCCHS PENHUIUBUPYIONIETO M YacTO PEUUIHBH-
PYIOIIIETO TOPMOHOYYBCTBUTEIHLHOTO B JEOIOTE C
pa3BUTHEM TOPMOHO3aBUCHUMOCTH U CTEPOUTHOU
tokcuuHoctu HC y nerteil B Teuenue 6 Mec nocie uu-
TOCTaTUIECKOH Teparuu mepBoro Beioopa MM ®D/mu-
Ko(peHOIIaTOM HATPHs WM ITUKIOCIIOPUHOM COXpa-
Hsnack B 67,7 1 29,4 % COOTBETCTBEHHO, B TCUCHHE
1 roga — B 58,1 u 23,5 % cooTBeTcTBEHHO. B pe3yinb-
TaTe CPAaBHUTEIILHOTO MCCIICOBAHUS CTATUCTHYECKU
JIOCTOBEPHO YCTaHOBIICHO, 4To pemuccus HC B Teue-
Hue 6 Mec U 1 roga coxpaHsiach yaile y AeTei, mo-
JYYaBIIAX [TUTOCTATHYECKYIO TEPAIUIO MTEPBOTO BhI-
6opa MM®/MukoQeHoIaTOM HaTPHUS.
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PEDEPAT

BBE/JIEHUE. N3y4eHne dur3nyeckoro passutusa AeTen ¢ nguonatnyecknm Heppotniecknum cuHapomom (MHC) B oCHOBHOM
BKJIIOHAET OLLEHKY AJIMHbI M MacCbl Tena Ha GoHe rniokokopTukonaHon (MK) Tepanmm. HepocTaTtouyHo M3y4deHbl AaHHbIe NoKa-
3aTenu 4o 1 nocne 3aeepLueHns nevenus. LUEJIb UICCJIEAOBAHWIS: n3y4ntb 0COBEHHOCTN GU3NYECKOrO Pa3BUTUS AETEN C
MHC B nebtoTe 3aboneBaHus, Ha ¢poHe npoBeaeHuns NK-tepanuum 1 nocne ee okoHvanus. MALMEHTBEI M METO/HbI. NMposeaeH
PEeTPOCNEKTUBHBIN aHann3 ¢puranyeckoro pa3sutusa 89 naumeHtoB ¢ MHC, rocnutannanpoBaHHbix B BopoHexckyo obnacT-
HYIO AIETCKYIO KNIMHNYecKyto 605bHMLY Ne1 B 1998-2014 rr. MeToLOM pacyeTa Z-0LeHOK AJIMHBI U MacChl Tefla B CPaBHEHUN C
pernoHanbHbIM1 HopMaTueaMmn duamdeckoro passutns. PE3YJIBTATHI. B nebiote MHC 3HaveHus anvHbl Tena 38,2 % neteii
1 maccol Tena 41,2% naumeHToB Oblnn MeHbLLE 3HAa4YeHNI 300poBbIX AeTen, p<0,001. Y geTteii co cTeponavyBCTBUTENbHBIM
MHC (CHHC) He BbIABNEHO OTNNYMIA Z-0LEHOK ANnHbI Tena Ha doHe npoBeneHus MK-tepanum (0,17+1,06) 1 nocne ee OKOH-
yaHus (0,28+1,22), p=0,794. lnnHa Tena ymeHbLUanach y naumMeHToB Co cTepomadaBrcmbiM BapnaHTom (C3HC) no cpaBHe-
HWto ¢ naumeHTamm co CHHC. 3HayveHns Z-oueHok maccel Tena geten co CHHC yBennymnBanmce Npy npueme MakCumasnbHbIX
no3 K (0,94+1,59) n Bo3epalwianmcb K NpeablaylmmMm 3Ha4eHNAM MOCe OKOHYaHus npegHuaonoHoTepanum (-0,24+1,33),
p=0,040. Y naumeHToB Cc YacTo peunamsmpyowmm TedeHnem CHHC n C3HC coxpaHsancs nabblToKk Macchl Tena n 0XupeHme
nocrie OKoH4YaHus nevyeHus npegHusonoHom (p=0,009). SAKJTKOHEHUE. duaundeckoe passutue geteri ¢ MIHC nmeeTt otanyms,
cBsazaHHble ¢ [K-Tepanueli. Tak kak gnvHa n macca tena geteri ¢ MHC otanyanuce OT HOPMaTUBHbIX MOKa3aTenen 4o Havana
K-Tepanuu, BO3MOXHO BNUSIHME FrEHETUYECKMX HaKTOPOB, JaHHOE NMPeAnosioxXeHne TpebyeT naydeHuns. PesynbsraTel nccne-
[OBaHNS MOMYT MCMNOJIb30BaTbCS AN NPOrHO3npoBaHus BansHUs 'K Ha dunaunyeckoe passutme y naumeHToB ¢ MIHC n oueHku
nporHo3a 3aboneBaHuns.
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ABSTRACT

INTRODUCTION. Study of physical development (PD) of children with idiopathic nephrotic syndrome (INS) includes mainly
assessment of body height and weight during corticosteroid (CS) therapy; specifics of these criteria before and after the treat-
ment are not sufficiently studied. THE AIM: to study PD of children with INS debut during CS therapy and upon its completion.
PATIENTS AND METHODS. A retrospective analysis of PD was performed in 89 patients with INS in Voronezh Regional Chil-
dren's Clinical Hospital No.1 during 1998-2014 using method of Z-score of body height and weight in comparison with regional
standards. RESULTS. At the INS debut body height of 38.2% of the children and body weight of 41.2% accordingly were less
than those of healthy children, p<0.001. Children with steroid-sensitive nephrotic syndrome (SSNS) had no difference in body
height Z-score during CS therapy (0.17+1.06) and upon its completion (0.28+1.22), p=0.794. Body height was less in steroid-
dependent patients (SDNS) compared to SSNS patients. Z-score body weight values in children with SSNS were higher during
maximum doses of CS (0.94+1.59) and returned to previous values after the therapy (-0.24+1.33), p=0,040. Patients with a
frequent relapsing SSNS and SDNS had overweight and obesity remained after prednisone treatment (p=0.009). CONCLU-

*)Knanosa O.A. 394036, Poccus, 1. Boponex, yi. Ctyaenueckas, 1. 10. Bo- *0.A. Zhdanova. 394036, Russian Federation, Voronezh, 10 Studencheskaya

POHEKCKUI rocyapcTBeHHbIN MequIHCKuiA yausepeureT um. H.H. Byp- Street. Voronezh State Medical University named after N.N. Burdenko,
JIeHKO, Kadenpa kmHHIeckoi dapmakonoruu. Tem.: +7(920)229-30-55;  Department of Clinical Pharmacology. Phone: +7(920)229-30-55; e-mail:
e-mail: olga.vr9@yandex.ru. ORCID: 0000-0002-3917-0395 olga.vr9@yandex.ru. ORCID: 0000-0002-3917-0395

79



ISSN 1561-6274. Hedponorus. 2020. Tom 24. Ne3

ISSN 1561-6274. Nephrology. 2020. Vol. 24. Ne3

SION. Physical development of children with INS has differences associated with CS therapy. Since body height and weight
of children with INS were different from the norms before CS therapy, this could be influenced by genetic factors, which to be
studied further. The results can be used to prognose CS therapy influence on PD of patients and assess prognosis of INS.

Key words: children, corticosteroid therapy, nephrotic syndrome, physical development
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BBEAEHUE

Wzydenune uzmueckoro pa3BUTHS IETEH ¢ HIUO-
narndeckuM HedpotmdeckuM cuaapomom (MHC)
BKJIFOYAET OLIEHKY MacChl TeJla, KOTOpas yBEINYHBa-
eTCs B TIepUOJ] 1e0r0Ta U PEIUIUBOB 3a00JIeBaHUS 32
cueT oTekoB W Ha (oHe mmokokoptukonaHon (I'K)
tepanuu [1, 2]. M30bITOK Macchl Tela U OXXKHUPEHHE
OTHOCSITCSI K M3BECTHBIM MOOOYHBIM d(PQeKTam Te-
panmu 'K, HO cpokaM BO3HHKHOBEHHUS W 0OpaTHOTO
Pa3BUTHUS TIFOKOKOPTUKOCTEPOUTHOTO OXHUPEHUS Y
JleTel MOCBAIEeHbl eIMHUYHbIE HCcciieoBanus [3, 4].
[To pa3HBIM TaHHBIM YaCTOTa €70 BOSHUKHOBEHHUS CO-
craBisieT 35-70 % [3, 5]. CHuxeHue 1036l NpeaHU-
30JI0Ha TIPUBOJUT K YMEHBIIICHUIO 3HAYCHHI MaCChI
Tena, Ho He y Beex nanuenToB ¢ MHC no okoHuanuun
I'K-teparnnu Macca Tenia BO3BpaIiaeTcsi K MPeKHUM
3HaueHusM [6]. B.J. Foster u coaBT. (2006) moka3zamu
CBSI3b HEJMaBHETo W oTAasieHHoro npuema ['K ¢ BbI-
COKHM PHUCKOM pa3BUTHs oxkupeHust y aereit ¢ UHC
[4].

JlmTenbHas Tepamus TIIOKOKOPTHKOCTEPOHIa-
MU MOXET TPUBOIUTH K YMEHBIICHUIO 3HAYCHHUU
JUTMHBIL Tena aetelt [7, 8]. M3yuenuro pocra nere ¢
MHC nocasieHo HeOOIbIIOE YUCI0 UCCAEIOBAHUMT,
B OCHOBHOM IIPOBOJINJIACH OIIEHKA BIIMSIHHS BRICOKHX
no3 I'K-nipenaparoB Ha JIMHY Tela TalMeHTOB B CBsI-
3U ¢ BOBMOXKHBIM 3aMeiieHneM pocra [6, 9]. Tak, B
nccaenoBannu J. Simmonds u coaBt. (2010) moka3za-
HO, YTO TIPUMEHEHHE MPEITHN30JI0HA B CPEeTHEH 103e
0,44 Mr/KT/CYT TIpY JIEYEHUU CTEPOUI3aBUCHMOTO Ba-
puanta MHC y nereil He oka3bIBaio CyLIECTBEHHOIO
BIUSHUS Ha POCT. TOIBKO TIPY MCTIOIB30BaHUH TIPE/-
HU30JI0HA B CYTOYHOH s103¢ Ooiee 0,75 mr/kr HaOmrO-
Jla1o0ch CHUXKeHue pocra [9].

C 1enp0 yMEHBIICHUS OTPHUIATEIFHOTO BIUSHHS
I'K Ha opranu3m peOeHKa HCIOIB3yeTCs allbTepPHH-
pytonmii pexxum npuema npemnapartoB [10]. OH He
TOJILKO BBI3bIBAE€T MEHBIIIEE 3aMeJIEHHE POCTa, HO U
YIUTHHSIET peMuccuro 3abonesanus [10].

Hepnocrarounoe 4ncio MaHHBIX O UITHTEIHHOCTH
u po3ax 'K, Bnusironiux Ha Maccy Tesa u pocT JeTeH,
00 0COOEHHOCTSAX W3MEHEHHs IoKa3areneil (uzn-
YECKOTO Pa3BUTHs B pa3HbIE MEPHOMbI 3a001IeBaHUS
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MTOCITY>KHJIO TTOBOZIOM K TIPOBEICHUIO HACTOSIIIETO HC-
CJIEJIOBaHUSI.

Ilens wccrmenoBaHUs: U3YYUTh OCOOCHHOCTH (hH-
3udeckoro passutus aeteit ¢ MHC B nebrore 3aboire-
BaHUA Ha PoHe mpoBeacHus [ K-Tepanuu u mocie ee
OKOHYaHUSI.

NMAUUEHTbI U METOAbI

Jluzatin ucciedosamnusi

M3yueno dusmdeckoe pasputue aereit ¢ MHC B
nebrote 3aboneBanns Ha ¢oHe I'K-Tepanuu B 3aBU-
CHMOCTH OT BapHaHTa T€YCHHUS U B TIEPHOJ] PEMHICCHUN
3a00eBaHMsl.

Obvexmul (yyacmuuku) ucciedo8anuus

ITammmentsr ¢ MHC, rocimranmm3upoBaHHbie B Bo-
POHEXKCKYIO OOJIACTHYIO JIETCKYI0 KIMHHUYECKYIO
6ompaUITy Nel B mepron ¢ 1998 o 2014 rog.

Kpumepuu coomeemcmeus

B wuccnenoBanne BKITIOYATW TAIIMEHTOB B COOT-
BETCTBHUH CO CIIEAYIONIMMHA KPUTSPUIMHU:

- UAUOTIATHYCCKUH HEQPOTUICCKUIA CHHIPOM;

- Bo3pact pebenka ot 1 roma mo 18 mer;

- HaIW4YMe B WCTOpWH OOJIE3HW IOIMUCAHHOTO
POAMTENSIMY WJIM 3aKOHHBIMH TIPEICTABUTEISAMH T1a-
IIMeHTa NH(OOPMHUPOBAHHOTO COTTIAcHs Ha 00paboTKy
JAHHBIX, B TOM YHWCIIE JJIs1 HAyYHBIX HCCIIeTIOBAHUN.

W3 nccnenoBanns NCKITIOYAINCH!

- TIAIIMEHTHI ¢ BTOPUYHBIM HE()POTHUECKUM CHH-
JIPOMOM (HE(PPHUT MPH CUCTEMHOW KpPacHOW BOIYAH-
ke, Oonesnnm lllenneiitna—l eHoxa u npyrux 3abosena-
HUSX), BPOXKIACHHBIM HE(DPOTHUECKUM CHHIPOMOM,
He()POTHUECKUM CHHIPOMOM TIPH TSDKEIOH COMaTH-
YECKOW, HEBPOJOTUYECKOM WJIM I'€HETUYECKOM maro-
JIOTUW (ETCKUH IepeOpaabHbIA Tapaind, CHHIPOM
Kopuenuu ne Jlanre u op.), HeppoTHIECKUM CHHIPO-
MOM TIpH TIIOMEpYIIOHe(DPHUTE.

Yenosus nposedenus

[TarmenTs! pOXOAWIN 0OCTIENOBAaHNUE U JICUCHHE
B BopoHexckoi 00JacTHOW METCKOH KIMHHYECKOM
oompHUIIE Nel, KoTOpas criennanu3upyeTcs Ha jede-
HUU HEDPOJOTHICCKON TATOJIOTHH Y neTeld T. Bopo-
Hexa 1 BopoHexckoit odmacty.

IIpooonscumenvrocms ucciedo8anus
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[IponomKUTETLHOCTh HCCIICIOBAHUS COCTaBHJIA
15 netr — B nucciieoBaHue BKIIIOUCHBI BCE MALMECHTHI
¢ MHC, rocnmranu3upoBaHHble B cTanuoHap ¢ 1998
no 2014 rox.

Onucanue MeOuyuUHcKo20 Meuamenscmsd

Jiist KaXIoro manueHTa coOupaid CleAyroIue
JJaHHBIC U3 UCTOPUH OOJIE3HU: 11071, BO3pAcT B MEpU-
oz nelroTa 3a001eBaHMs, BU MOIy4aeMOil Tepanuu
(crapmaprHast ['K-tepanus, mynbc-Tepanus METHII-
MPEAHN30JIOHOM, TPHUEM LHUTOCTAaTUKOB), MPOTHO3
3a00IeBaHysl, IOKa3aTeNu (U3UUYECKOr0 Pa3BUTHS
(mmmHA W Macca Tena, MHAEKC Macchl Teia, UMT).
CpaBHHUTENbHASA OLICHKA IOKa3aTeNed (QHu3MYecKoro
pa3BUTHS JIeTel pa3HOro Moja U BO3pacTa MpOBOAU-
J1ach IMyTEM BBIYUCIICHHUS Z-01LICHOK Ha OCHOBE PETHO-
HaJIbHBIX HOPMAaTUBOB (PU3MYECKOro pa3BUTHUS ACTEH
Boponexckoii obmactu, pa3paboTaHHBIX Ha Kade-
Jpe TOCIIUTAIBHON M MOJUKJINHUYECKON MeAnaTpuu
BI'MY um. H.H. Bypnenko [11].

Juarnos MHC ycranaBnuBaiM Ha OCHOBaHUU
JEHCTBYIOIIMX KIIMHUYECKUX pekomenaanuii [10, 12].
Tepamnust 3a0oneBanus y IeTel MpoBoAMiIach mpen-
HH30JIOHOM B CYTOYHOM 03¢ 60 mMr/m> B 3 mpuemMa B
TeyeHue 6 Hea B mepuof Ae0roTa 1 10 TpeX HopMallb-
HBIX AHAJIU30B MOYM NPH peuuanBax 3a0oJeBaHus,
3areM 40 Mr/M*/48 4 B aJbTEPHUPYIOIIEM PEXUME B
TeyeHue 4—6 Hell ¢ TOCIEAYIOIINM CHIKEHUEM JI03bI
Ha 5—10 Mr B HezAeno — A0 MoJaHOM oTMeHsl. [Ipu ot-
CYTCTBHMHU PEMHUCCHU 3a00JIeBaHMS TPUMEHSUTH ITYJIbC-
TEpanuio METHIIPEAHN30JI0HOM, BKIIOYAIOLIYI0 3—6
BHYTPHBEHHBIX BBEICHUH METHJINPEIHU30I0HA B
no3e 30 MI/Kr uepe3 ACHb U MOCICTYIOIINN MepexoT
Ha aJbTEPHUPYIOUIYIO TEPANHI0 MPEAHU30J0HOM B
nose 40 mr/mM*/48 u [10, 11].

B Tepanun yacTo peunaANBHPYIOIIETo, CTepOnI3a-
BHUCUMOTO U CTEPOUAPE3UCTEHTHOTO HEPPOTHUECKOTO
CHUHIPOMA NPUMEHSJIN LIUTOCTaTHIECKHE IIPenaparsbl:
XJIOpaMOYIIHJI, MHUKIOCTOPHH A, TuKiodochamu,
MUKO(eHonaTa MOpeTuI B 033X, COOTBETCTBYIOIINX
WHCTPYKLUSM 110 MEIUIMHCKOMY IIPUMEHEHUIO Ipe-
[apaToB U ACHCTBYIOIUM KIMHUYECKUM PEKOMEH/1a-
musim [10, 11].

Hcxoowr uccnedosanus

OCHOBHOI HCXOA MCCIECIOBAHMS: OLICHKA JJINHBI,
maccel Tena u UMT nereit ¢ UHC B pa3Hbie nepuonbl
3aboneBanus, Ha (one mposenenus I'K-tepanuu u
MocJie € OKOHYaHHUSL.

JlononHuTeNbHbIE UCXOIbl HCCICAOBAHMS: Mpe-
CTaBJICHUE PE3y/IbTaTOB HAOMIOACHNH 32 (pru3ndecKuM
passutuem nanuentos ¢ MTHC B pa3Hble neproas! 3a-
OoeBaHUsI.

Ananusz 6 nooepynnax

AHanu3 Tmokaszareneil (U3NUECKOro pa3BUTHS

(nmuHa, Macca Tena, UMT) nipoBeneH y neteit ¢ He-
(hpoTHdecKUM CHHIPOMOM B feOroTe 3a0oieBaHus,
y MalUEeHTOB C Pa3HbIMHM BapUaHTAMHU TEUCHUS CTe-
POMIYYBCTBUTEIBHOTO HE(YPOTHUYECKOTO CHHAPOMA
(dacTo peunaMBHUPYIOMINM U CTEPOUA3aBHCUMBIM) B
nepuog nposeaenus I'K-repanuu, y nereit co crepo-
UIYYBCTBUTEIBHBIM HE(PPOTHUECKUM CHHIPOMOM B
nepuox nposenenus ['K-tepanuu u nocne ee okoH-
YaHuUsI.

Memoowr pecucmpayuu ucxo008

VY neredl m3MepsUIMCh TMOKa3aTenu (PU3UUECKOTO
pasBUTHS — JUIMHA TeJa, Macca Tejla Mocie KyImupo-
BaHUs OTEYHOTO CUHApoMa, paccuuthiBaics UMT mo
dopmyse: macca Tena (kr) / anuHa tena (m?). Cpas-
HUTEJIBbHBIA aHAJIN3 TOKa3aresied AJMHbI Teja, Mac-
cel Tena u UMT y nereil pazHoro mosia u Bo3pacTa
NPOBOAMIICS MyTEM pacuera Z-OLeHOK (Z-score) ¢
UCIIONIb30BAHUEM PETHMOHAIBHBIX HOPMAaTUBOB (H-
3MYECKOTO pas3BHUTHA JeTell BopoHexkckoil obmacTw,
pa3paborannbix B 2014 romy mo meroamnke Becemup-
HOH opranuzanuu 3apaBooxpanenus [13].

[Ipu ananu3e Z-o1eHOK AMHBI Tella K BO3PaCTHOU
HOpME OTHOCHJIM 3HAYCHHUS B AMana3oHe oT —2 10 12,
HHU3KOPOCJIOCTb JAWAarHOCTUPOBAIU IPHU 3HAYCHHUSAX
Z-OLIEeHOK MeHee —2, BRICOKUH pocT — Oonee +2 [14].
K nopmanbsubiM 3HaueHusmM UMT otHocuan nokasza-
TeJIW, HaxofsIuecs B AuanasoHe ot —1 mo +1, mer-
Kasi HeJOCTaTOYHOCTh MHUTAHMsI IUarHOCTUPOBAJIACh
IpU 3HAYCHHAX OT —1 10 —2, HEAOCTATOUYHOCTH MH-
TaHMs WIN MCTOLICHUE ONpeessuld IPH BEIMYHHAX
Z-onenok UMT menee —2, U30BITOK MaccChl Te€JIa — OT
+1 mo +2, oxupenue — +2 u Gonee [15].

Omuueckasn sxcnepmusa

Bce cranum uccnenoBaHus COOTBETCTBOBAIN 3a-
KoHOAaTeabCTBY Poccuiickoit @eaepanuu, MexayHa-
POIHBIM 3THYECKUM HOPMaM, OZOOPEHBI STHYECKUM
KoMHUTETOM ['ocynapcTBeHHOTO OrOKETHOTO 00paso-
BaTEJIbHOTO YUPEKACHHUS BbICLIETO MPO(pEeCCHOHAIb-
Horo oOpaszoBanus «BopoHexckuii rocynapcTBEHHbIH
MeauuHckui yausepcuteT uMmenun H.H. Bypaenko»
MunucrtepcTBa 31paBooxpaneHus Poccuiickoit ®e-
nepanuu (mpotokor Ne 2 ot 26.05.2016 r.). Ot Bcex
NalKMEHTOB WIN UX 3aKOHHBIX ITPEJCTaBUTENCH MOy-
YeHO HH(POPMUPOBAHHOE COITIACHE.

Cmamucmuyeckuil ananus

[Tpunnmmel pacuera pa3mepa BBIOOPKH: pa3Mep
BBIOOPKH NPEIBAPUTENIFHO HE PACCUUTHIBAJICS, B UC-
CJICZIOBAHUE BKJIIOYAIM BCEX MAlMCHTOB, HAXOIUB-
mmxcs Ha iedenuu ¢ MHC B mepuoz uccineaoBanus.

Metoapl  CTaTUCTUYECKOTO aHaIn3a JaHHBIX:
a) aHaJIU3 JAHHBIX MPOBOIWICS C HCIOJIB30BAHUEM
nporpamm Statistica 6.1 u Biostat (Bepcust 4.03);
0) a7 KOJIMYECTBEHHBIX MOKazaTelel, MMEIOIINX
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HOpMAaJIbHOE paclipelielieHne, yKa3aHbl Cpe/IHee 3Ha-
yerne (M) u crangaptHoe otkiionenue (CO). IIpo-
BepKa COIacus MOJTYYSHHOTO paclpeie]IeHus ¢ HOp-
MaJbHBIM pacrpesielieHueM MMPOBOANIACH C UCTIONb-
3oBanneM kputepusa [Hanmupo—VYunkca. B ciydasx
HECOOTBETCTBHSI HCCIIEyEMOTO PacIpe/IeIeHUs] HOp-
MaJbHOMY pacIpee]IeHUI0 IS aHa3a Pa3Iuinil B
JIBYX TPyTIIax MPUMEHSITH HellapaMeTPHIeCKUI KPH-
tepuil ManHa—YutHu. Takue mokas3arenau ONMUCaHbI
C UCIIOJIb30BAHUEM MEIUAHbI U 25, 75 mepLeHTUIeH.
KavecTBeHHBIE HOMHHAILHBIE U ITOPSIKOBEIE TaHHBIC
MIPEJICTaBIICHBI YaCTOTONH BCTPEUAEMOCTH, BKITFOYAFO-
meit abcomoTHoe (n) U oTHOCUTENbHOE (%) 3HaYe-
HUSL; B) KOIMYECTBEHHBIE TIOKA3aTEIH B JIByX TPYIIIax
CpaBHHMBalM Tpu momomiu t-recra CThrOAEHTA IS
HE3aBHCHUMBIX BBIOOpOK. JlJisi aHanmm3a paznuyuuii Ka-
YEeCTBEHHBIX MOKa3aTeNei MPUMEHSITH KPUTEpUi ¥,
B CIIy4asiX Majoro pa3mepa BhIOOPOK (YUCIIO HaOIFO-
JICHWIA B OJTHOW W3 SYEEK YETHIPEXIOIbHOW TalOH-
el <5) TOUHBIM KpuTepuil duinepa U KpUTEpUil >
¢ mompaskoit Merca ms ta6mun 2x2. Tpu nposepke
CTaTUCTHUYECKHUX TUIIOTE3 MPUHUMAICS 5% ypoBeHb
3HAYUMOCTH.

PE3VJIbTATbI

Obvexmul (yuacmHuKu) ucciedo8anus.

[IpoBeneH peTPOCHEKTUBHBIA aHANIU3 HCTOPHI
oone3nn 89 manmentos ¢ MHC, HaxoamBIINXCA B
craroHape B 1998-2014 romax. Cpeau nereit 6bU10
50 manpunkoB (56,2 %) u 39 neBouek (43,8 %). Jletn
MOCTYTIAJIN B CTAllMOHAp HeogHOKpaTHO. [ledtor UHC
B Bo3pacte 1o 3 sner umenu 30 gereit (33,7 %), ot 3
no 10 ner — 40 nereii (44,9 %), crapme 10 met — 19
nereii (21,3 %).

CreponauyBCTBUTEIbHBIM HEPPOTHUECKUN CHH-
npom (CUHC) Obln pamarHocTUpoBaH y 66 nereid

o 0 25 [Tepuentunu
’@I_ 25-75 || pernoHaIbHbBIX
60 [@BBILIE 75 HOPMATHBOB
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JUIMHA TCJia Macca Tia

PucyHok 1. JnnHa n macca tena netei ¢ UHC B aebioTe 3abonesa-
HWSI B CPaBHEHW C PerMoHanbHbIMU HOpMaTUBaMn GU3NYECKOro
pasBuTUS.

Figure 1. Body height and weight of the children at the INS debut
compared to the regional standards of physical development.
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PrcyHok 2. 3HaveHunsa nokasartenen Grnanyeckoro passuTns oeten
B nepvop, feboTa HeppPOTNHECKOrO CUHAPOMA.

Figure 2. Values of children’s physical development indices at
the INS debut.

(74,2%), B TOM umCcle 4acTO PEUUAMBHUPYIOMINN H
CTepou3aBUCUMBIN — y 20 ManueHToB, CTepoUIpe-
suctentHbli UHC (CPHC) —y 23 nmereii (25,8 %).

V¥ 35 pereit c UHC pusnueckoe pa3BuTHE OLIEHEHO
B ne0roTe 3aboneBanus g0 HazHaueHus [ K-Tepamnum,
y 28 nanueHToB — B nepuoA nposenenus ' K-repanun
(Ha ¢poHe MaKCUMaJIbHOM 03I MPEAHNU30JIOHA) U T10-
clle ee OKOHYaHUs, B IEPUOJ JUIUTEIBHON peEMHUCCUN
3a00J1eBaHHL.

OcHogHule pe3ynbmamel Ucce008anus

BrinonHen ananu3 JyIMHBI M Maccel Tena 35 aereit
¢ He()POTHUUECKUM CHUHIPOMOM B AeOrOTe 3a00seBa-
Hust. Cpean nereit Obuto 23 Manbumka (65,7 %) u 12
neBouek (34,3 %). IlonmyueHHble 3HaYeHUs AJIUHBI U
Macchl Tejia JieTeld CPaBHUBAIM C PETHOHAIbHBIMH
HOpMaTHBaMu (hu3nveckoro pazsutus (puc. 1).

B rpynne nmamuentroB ¢ MHC BrisiBneHo yBenu-
YeHHE YUCIIa IeTell CO 3HAUEHUSIMU JUIMHBI U Macchl
TeJla HWXKE CPEOHUX BEIMYHMH (0 25 MepLeHTHIIN)
pETMOHANBHBIX HOPMATUBOB (PU3MUYECKOTO Pa3BUTHSI.
3HaueHHs JJIMHBI TeJla MCHbIIE 3HAYeHUH 300POBBIX
nereii umenu 38,2 % namuenToB, maccbl Tenma—41,2 %
JeTeil. BuisBIeHHbIE pa3nuyMsl CTAaTUCTHUYECKH J0-
cToBepHBI (kputepwuii 2, p<0,001).

[TomyuenHble 3HaueHUs] Z-OLEHOK HCCIETyEMBIX
noKazaTesieil PU3MUECKOTO Pa3BUTHS Y IeTeH B IEpH-
o7 1e0roTa HePOTUUECKOTO CUHAPOMA B CPABHEHUH
C MOKa3aTesIMK 30POBBIX JeTell BopoHekckoit 00-
JIaCTH TMpeJcTaBieHbl Ha puc. 2. CpeaHue 3HaYeHUs
Z-OLEHOK HCCIIEeyeMBIX IOKazaTeleld y 340pOBBIX
neteil Boponesxxckoil o6nmacTu mpeacTaBlieHbl B BUC
HYJIEBOTO CPEJHEro 3HaueHWs W CTaHAAPTHOIO OT-
KJIOHEHUs, paBHOTO 1.

Jlnuna tena nereit B aeOrote MHC Obuia MeHbIne
JUIMHBI Tella 310pOBbIX aeTeil Boponexckoii obna-
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PucyHok 3. NpoaomknTenbHOCTb Tepannn 1 noayyYeHHble fo3bl Ky naumeHToB ¢ HePPOTUYECKMM CUHOPOMOM
Figure 3. Duration of the therapy and CS therapy doses received by patients with nephrotic syndrome

ctu (—0,47£1,26), p=0,014. Ilokazarenu macchl Tena
OTIMYAJINCh OT MAacchl Teja, MPEICTaBIEHHON B pe-
THOHANIBHBIX CTaHAapTax (U3UYECKOr0 pPa3BUTHS B
Menblier crenenu (—0,21£1,38), p=0,271 (cMm. puc.
2).

N3yueno mzmenenue anmunsl Tena aeredt ¢ MHC
B pa3Hble nepuozabl 3abonesanus. M3 89 maunentos
otoOpansl 28 nereid, kotopele nonydaiu 'K B Teue-
HUE TocienHux 6 Mec mepe] MOCTYIIEHUEM B CTa-
LUOHAP.

C neuacto perunuBupyroum CHHC B nanHOM
rpymme 6sut0 12 mereit (42,9 %), 4acTo peuuauBUpY-
toumii BapuanT teyennss MHC (UPHC) nabnronancs
y 6 maumeHToB (21,4%), cTepona3aBUCUMBIA Bapu-
auT CHHC (C3HC) —y 10 gereii (35,7 %).
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£02 S
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N
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0,4
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PucyHok 4. Z-ougeHKn AMHbI Tena y nauMeHToB C pasinyHbIMn
BapnaHTaMmn TeveHns HedpPOTMHECKOro CUHAPOMA (CpeaHue
3Ha4veHns n 95 % OoBepPUTENbHbLIN MHTEPBAN).

Figure 4. Z-scores of body height in patients with different
variations of nephrotic syndrome progress (average values and

95% confidence interval).

I’pynmbl manueHToB He pa3Iuyaiuch IO BO3PACTY.
Cpenu nanmentoB ¢ CHHC menunana Bo3pacta cocTa-
Buia 6,0 net (5,2; 9,6), ¢ YPHC — 7,8 (5,3; 8,1), co
C3HC - 8,3 (4,6 — 13,3), p=0,515. Ho netu pa3nu-
YaJIUCh IO JUTUTEIBHOCTH 3200JIEBAaHUS U TIPOJIOIKH-
tenpHOCTH Teparmuu 'K (puc. 3).

Hetu ¢ YPHC u C3HC nmenu noctoBepHO 0O0IIB-
Y10 JJIUTEIBHOCTh OOJIE3HU, MPOAOKUTEIBHOCTD
TEpAaINU NIFOKOKOPTUKOCTEPOUIAMH U OOIIYIO KyMY-
nsatuBHyIo 103y ['KC mo cpaBHeHHIO ¢ manmueHTaMu
C HEYACTO PELUIUBUPYIOIIUM HEPPOTHUYSCKUM CHH-
npomoM. [Tpu 3ToM He OBUIO BBISIBICHO pPazIu4ul
MEXAY TpYINIaMHU HAllMCHTOB B OTHOIICHUU 03I,
MOJYYeHHON AETHbMH B MPEIbIIyIINe 6 MeC Teparuu.

CpaBHUTENBHAS XapaKTEPUCTUKA UTMHBI TEa Ma-
IMEHTOB ¢ pa3HbiM TeueHueM HC mpencraBieHa Ha
puc. 4.

Bce mamueHThl ¢ HEPPOTHUYSCKUM CHHIPOMOM
MMEJH 3HAUYCHUS JJIMHBI TeJla, HE BBIXOJAIINUE 3a Tpa-
HUIIBI [TOKa3aTeae 3M0pOBbIX AeTel (HylneBoe cpe-
Hee 3HaueHUe Z-0lCHKU U CTAHIaPTHOE OTKJIOHCHHUE,
paBHoe 1). CpemHue 3HaYCHUsS IJIMHBI Tela ObUIH
Hwke B rpymnme nanueHToB co C3HC (—0,26+1,08)
M0 CPaBHEHHUIO C JACTbMH, UMCIOIIMMU HEYaCTO pe-
nuausupyromuiit CHHC u yacto peunauBupyromui
BapuantT CHHC (UPHC) - 0,06+£0,96 u 0,42+1,01 co-
orBercTBeHHO (p=0,233). OueHka BIMSHUS MPUHU-
MaeMoil no3el ['K Ha pocT aereil ¢ UCONb30BaHUEM
PErpecCHOHHOrO aHanu3a Mokaszajia, YTo, HauhHas C
CYTOYHOH J103bI TpeHn30iI0Ha 0,5 MI/KT, BOSHUKAET
3aJIep’KKa poCTa MalUEHTOB ¢ HE()POTHUCCKUM CUH-
JPOMOM OTHOCHUTENILHO 340POBBIX AeTei [15].

[IpoBenena oreHka M3MEHEeHUH (pU3MUECKOTO pas-
BUTHS JIeTell ¢ He()POTUUESCKUM CHHAPOMOM KaK BO3-
MOXKHBIX OCJIOKHEHHM TTIOKOKOPTHKOCTEPOUTHOM
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Tepanuu. Beigenensl [Be TPYIIEI MAlUEHTOB, Y KO-
TOPBIX (hU3MUYECKOE pa3BUTHE OIICHUBAJIOCHh Ha (OHE
nprema MakcumainbHoi 10361 ['K 1 B mepros Hanbo-
Jiee JUTTEIHHONH peMUCCHH 3a00IeBaHMSL.

[IpoananusupoBansl JaHHble 31 manueHTta co cre-
POHTIYBCTBUTEILHBIM HE(PPOTUIESCKIM CHHIPOMOM,
u3 Hux 18 merer momydanu 'K no rocnuranuzanuu
B craruoHap (rpymma 1), 13 marnueHToB He Toiydva-
mu 'K 6 mec u 6onee (rpynma 2). Bospact nereii B
1-#t rpynme cocraBun 5,6 (5,0; 8,0) roma, Bo 2-if —
9,1 (7,0; 12,9) rona (p=0,032), neBouek B 1-ii rpyrme
obu10 10 (56,0 %), Bo 2-i1 — 5 (39,0 %). B 1-ii rpymme
YPHC 6511 y 4 60nbubIx, C3HC —y 3 uenosek. etu
2-if TPymImbl TOCTYNalX IJIs TUIAHOBOTO 00CieNo-
BaHUS B TEPUOJ] PEMUCCUU 3a0oieBaHus. J[nmurens-
HOCTb pemuccuu cocraBuia ot 11 mec o 13 net [38
(20; 108) mec].

Cpennue 3HaueHUs1 Z-OLUEHOK AJIMHBI Tea JeTel
1-ii rpynnel coctaBuwin 0,17+1,06, 2-it — 0,28+1,22
(p=0,794). Ha ¢one I'K-tepanuu y ogHoro pedeHka
ObLTM BBISBIICHBI 3HAYCHUS Z-OICHKH IJIHUHBI Tena
-2,11, 4TO COOTBETCTBOBAJIO HU3KOMY POCTY.

Nzyueno uzmenenue maccenl tena gereit ¢ UHC B
pa3HbIe TIEPUOJIBI 3a00JICBAHNS U C Pa3HBIMU BapHaH-
TaMu TedeHus: Hepporudeckoro cuHapoma. Ha puc. 5
MIPEJICTaBIIEHbl 3HAYEHUsl Z-OIEHOK Macchl Tela y
MalKueHToB ¢ Heyacto peuuausupyrommum CUHC —
12 neteii (42,9 %), YPHC — 6 nanmenToB (21,4 %) u
C3HC - 10 nmereii (35,7 %).

CpenHue 3Ha4eHHUS MAcChl TeJa OBbIITH BHIIE Y TIa-
nuentoB ¢ YPHC u C3HC (1,26£1,35 u 1,42+1,04
COOTBETCTBEHHO) TI0 CPaBHEHWIO C JETBMH C Heda-
cro peunausupytommm CHHC (0,63+1,56), p=0,009.

2,5

2,0

1,5 -

Z-OLEeHKM MaccCbl Tena
L
L)

CYHC 4P HC C3HC

PucyHok 5. Z-0LeHKM Maccbl TeNa 'y NaumeHToB C pa3HbiMM Bapu-
aHTamMK TeHeHnst HeppOTNHECKOrO CUHAPOMA (CPefHNE 3HAYEHUS
1 95 % poBepuUTENbHbI MHTEpBan).

Figure 5. Z-scores of body weight in patients with different
variations of nephrotic syndrome progress (average values and
95% confidence interval).
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Haunbonee 3HaunMble 0TIHYMS Z-0LIEHOK OT CPEAHUX
BEJINYMH MOTYYEHBI B TPYTIIE JeTeH, HIMEIOLINX 3aBU-
cumoctb ot creponnioB (p<0,001). IlocTpoenue mo-
JIeJTY 3aBUCHMOCTH U3MEHEHHH Z-0IIeHOK MacChl TeJia
netelt ot nonyueHHou no3bl I'K nokaszano, 4ro, Hauu-
Hast C CyTOUHO# 10361 15 Mr/m? (=0,5 Mr/kr), mpubas-
Ka Z-OLEHOK Macchl Tena aerei, momyyaromux 'K,
npeBblIana MpuoaBKy Macchl Tela 3A0POBBIX ACTEH
COOTBETCTBYIOUIETO MOJa U Bo3pacta [16].

3HaueHMUs Macchl Tea AETeil OLICHMBAINCH TaK-
xe y 31 manuenta co CHHC na done npuema Max-
cumanbHOM no3er I'K (18 mered, rpymma 1) u B me-
puon HaumOojee JUIMTENBHONW peMuccuu 3adoseBa-
Hust (13 manmenToB, rpynna 2). CpegHue 3HaUYCHUS
Z-0LICHOK Macchl Teja AeTel 1-i rpynmnsl cocTaBUIn
0,94+1,59, 2-i1 ——0,24+1,33.

B nmepuon nposenenns I'K-tepanuu y GonbimH-
CTBa JIeTel OTMEUAJIOCh PA3BUTHE M30BITKA MacChl
Tena U oxkupeHus. [lomydeHsl ommuns Z-OLEHOK
Macchl Tejla y MalueHToB 1-i Tpymnimbl, NoIydaBIInX
I'K, ot mokasareneil 310poBbIX IETEH, MPEACTABICH-
HBIX HYJIEBBIM CPEIHUM 3HAUCHHEM M CTaHJapTHHIM
OTKIIOHEeHHEeM, paBHBIM | (p<0,001), n Z-oreHok je-
Tel 2-i rpynmsl, He noiy4aBmux 'K 6 mec u 6onee
(p=0,040).

Ha puc. 6 mpencrasieHa 4acToTa BCTPE4aeMOCTH
pasnuunblx 3HaueHuil UMT y neteit ¢ MTHC B nepu-
0J] IpUeMa MaKCUMaJIbHOM 1036l TOPMOHA M TIPH JJTH-
TEJILHOW peMHUCCUU 3a00J1eBaHUs.

Hetn, nmonyyarorme ['K-tepamuio, B OonbImH-
CTBE CIIy4aeB UMEJIM U30BITOK MacChl TeIa U OXKHpe-
Hue (52,9 % manuenTo). [lociie okoHUaHUS Tepanuu
B ClIydasix HedacTo penuausupyromero CHHC macca
TeJla MalMeHTOB BO3BpAllalach K HOpMeE.

Hononnumenvusie pe3ynvmamol uccie006anus

Jist OTAETbHBIX MALMEHTOB OLICHEHB! N3MEHEHUS
JUIMHBI M MacChl Tejla B IMHAMUKE B Pa3JIUUHBIC TIe-
puonsl 3aboneBanus. M3mepenus nokasareneit ¢u-
3MYECKOTO Pa3BUTHUS NMPOBOAMIM BO Bpems AeOroTa
WHC no naznayenns ['K-tepanuu (Habnronenue 1),
110 OKOHYAaHUH O-HEIEIBbHOTO Kypca pueMa npeIiHu-
30JI0Ha B MAaKCUMaJIbHOH j103¢ 60 Mr/m> B CyTKH (Ha-
omonenue 2), nocne npuema ['K B anbrepHupyromem
pexume B m03¢ 40 mr/m*> B cyTku (Habmronenue 3),
TOCIIe MOJTHOW OTMEHBI Iperapara (HabmroneHue 4)
Y TIpU TIOCTYIUICHUH C PEUUANBOM 3a00s1eBaHus (Ha-
omofeHue 5). 3HAYCHHS ITOKa3aTeIe JUIMHBI U Mac-
CBbl TeJa AeTe OTMEYEeHbl Ha PErMOHAJIBHBIX CIpa-
BOYHBIX AuarpaMmax (GU3NUECKOro pa3BUTHUSI.

JuHamyka U3MEHEHHs AJIUHBI Tena JeTed ¢ He-
(poTHYEeCKUM CHHIPOMOM Hpe/CTaBlIeHa Ha puc. 7.

V¥ nauuenra B. naOGmomanoce HekoTOpoe 3amen-
JIeHHE TIpolecca pocTa B MEPHOA NpUeMa Makcu-
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80 80 PucyHok 6. Z-oueHkn UMT y geTtein co
CYHC B cpaBHEHUM CO 300POBLIMU OETb-
70 70 My (rpynna 1 — Ha hoHe npreMa Makcu-
60 A W ManbHoM fo3bl 'K, rpynna 2 — B nepmog,
I \ 60 Hanbosnee ANUTeNbHOM pemuccum 3abo-
T 50 S50 ngBaqu). . . .
z I \ z Figure 6. Z-score BMI of BMIin children with
S40 S40 SSNS in comparison to healthy children
o I — \ o I \ (group 1 — at time of maximum dose of CS
230 £30 therapy, group 2 — during the period of the
ES I ES I \ longest remission of the disease).
20 20
0 } } t } 0 } } } } }
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MasibHOU 11036l ['K — 3HaueHus IIMHBL TEa CMECTH-  He OTMEYaOCh 3aMeJIeHHsl pocTa pebeHka Ha (oHe
nuck u3 25 B 10 nenTunbHLI Kopuaop. Pedbenox M. T'K-tepanuu. ¥V namuenta JK. 3HaueHMs JUIMHBI Tejla
00cye/10BaH B IepHoj 1e010Ta 3a0071€BaHNs U YEPE3 B TeueHUE BCEro MepHoja HAOIIONEHUs B KOPUIOpE
1,5 ner npu HaCTynJIeHUU peuanuBa 6one3nu. 3Hade-  cpenHux BeawuuH (25-75 mepuentwnu). [Ipumene-
HUsI JUTMHBI TeJa TIePEMECTHIINCh U3 30HBI «HU3KOTO  HHe MakcuMajbHOH 10361 [K NpUBOAMIIO K HEKOTO-
pocTay (UeHTHIBHBIA Kopusop oT 10 1o 25 mepueH-  pomy 3aMe/JICHHUIO POLECca POCTa ¢ MOCIIeAYOLIIM
THJISA) B 30HY CPEJHMX BEIMYUH (25—75 NEPUEHTUIN),  BOCCTAHOBIEHHMEM, U Yepe3 2 rofa OT Hauaaa HabuIro-
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PucyHok 7. AnHamMuka naMeHeHui AnvHbl Tena naumMeHToB ¢ HedbpoTUYECKMM CUHOPOMOM B pasHble nepunoabl 3a6osieBaHns.
MauyeHT X. — Habnopenusa 1, 2, 3, 5; nauyeHT M. — HabnoaeHua 1, 2, 5, 4; nauyeHT B. — HabnoaeHna 1, 2, 3, 5, roe HabnwoaeHne
1 - Bo BpeMms gebioTa oo HasHaveHus K, HabnogeHne 2 — nocne 6 Hefd nonyvYeHns MakcumanbHol gosbl 'K, HabnoaeHne 3 — no-
Crle anbTEPHUPYIOLLErO pexunma, HabnogeHne 4 — nocne oTMEeHbl Npenapata 1 HabnoaeHne 5 — Npu NOCTYNAEHUN C PELUUANBOM
3aboneBaHus.

Figure 7. Dynamics of body height changes in patients with nephrotic syndrome at different periods of the disease.

Patient )X. — observations 1, 2, 3, 5; patient M. — observations 1, 2, 5, 4; patient B. — observations 1, 2, 3, 5, where observation 1
— during the debut before prescription of CS, observation 2 — after 6 weeks of the therapy with maximum dose of CS, observation
3 — after alternating course, observation 4 — after CS withdrawal and observation 5 — upon admission with a relapse of the disease.
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PucyHok 8. luHamuka nsmeHeHuin Maccbl Tefla NauMeHToB ¢ HePPOTUYECKUM CUHAPOMOM B pasHble nepunoabl 3aboneBaHus.
MaunenT XK. —HabmopeHns 1, 2, 3, 5; naumeHt M. — HabnoaeHnsa 1, 2, 5, 4; naumeHT B. — Habnoaenusa 1, 2, 3, 5, roe HabntogeHve 1 -Bo
Bpems aebioTa a0 HasHaveHus MK, HabntoaeHne 2 — nocne 6 Hef NonyvyeHns MmakcumanbHon 0o3bl K, HabntoaeHne 3 — nocne ansTep-
HUpYIoLLEero pexuma, HabniogeHve 4 — nocne oTMeHbl Npenapara u HabnaeHne 5 — Npy NOCTYNeHUN C peunanBoM 3a6oeBaHNns.
Figure 8. Dynamics of body weight changes in patients with nephrotic syndrome at different periods of the disease.

Patient XK. — observations 1, 2, 3, 5; patient M. — observations 1, 2, 5, 4; patient B. — observations 1, 2, 3, 5, where observation 1 —
during the debut before prescription of CS, observation 2 — after 6 weeks of the therapy with maximum dose of CS, observation 3 — after
alternating course, observation 4 — after CS withdrawal and observation 5 — upon admission with a relapse of the disease.

nenwst v npueMa 'K He BBISBICHO 3a7IepKKH pOCTa.

Pesynbrarel HaOMIOMEHN 32 M3MEHEHUEM MAacChl
TeJa jeTeit ¢ He)pOTHUECKUM CHHIPOMOM B pa3HbIC
reprobl 3a00IeBaHMs IPEICTABICHBI HA pHC. 8.

VYV manuentoB B. u M. 0 Hauana npoBelneHUs
MPETHU30JIOHOTEpAINA Macca Tella HaXoauilach B
IUara3oHe CPeIHUX BeMWdnH (25-75 mepreHTusm).
[IpumeHeHne MpeTHN30II0Ha B PEKOMEHTyEeMBbIX IS
neuennst UHC no3ax mpuBOAMIO K YBETUUECHUIO MaC-
CBI T€Ja ¥ CMEIIEHHUIO TIoKa3areel y manuenra B. B
cTOpoHY 75-90 LEHTUIILHOTO KOPUAOpa, y NalueHTa
M. — B cropony 50—75 ueHtunasHOro Kopuaopa. B me-
puoxn ormensl 'K 3HaueHwst Macchl Tena Bo3Bparia-
JIUCH K TIEPBOHAYAIIBHBIM ITOKa3aTensiM. Mamsank XK.
no Hayana npuema ['KC umen 3HaueHus Macchl Tena
BBIIIIEe CpeHUX BenudrH (75-90 MEeHTHIIBHBIA KOPH-
nop). Tepanust peAHU30I0HOM TIPUBOAMIIA K 3HAYH-
TEJTHHOMY YBEIHUEHHUIO MACCHI Tea (BBIIIE 3HAYCHHA
97 nepuentuins). [locne oTMeHBI mpemapara macca
Tena y peOeHKa yMEHBIIIIACh 10 YpoBHS 90-97 11eH-
TAJIHHOTO KOPHIIOpa, HO HE BEPHYJAach K NEpBOHA-
YaJIbHOMY YPOBHIO.

Heoicenamenvnvie sinenus

HexenarenpHble SBIGHUS B Ipollecce MpOBee-
HUS UCCIIENOBAHNS HE OTMEUEHBI.

86

OBCY>XXAEHUE

Hern B ne6rore MHC 10 Ha3HAUEHNUS TITFOKOKOPTH-
KOWJTHOW Teparvuy, IMENTN 3HA4eHUs JITUHBI 1 MacChl
TeJa HUKE CPEeTHUX BEJIMYNH PEerHOHAIBHBIX HOpMa-
THBOB (pr3mdeckoro paszputws. Y nereit co CHHC ne
BBISIBIICHO M3MEHEHNH JITMHBI Tella Ha (poHe IpoBeie-
uus ['K-repanmu u B mepron peMuccnn 3a00IeBaHUs.
JmmHa Tena ymeHsImanach y mamueHTtoB co C3HC,
MMEBIIUX OONBINYIO JITUTENBHOCTh 3a00IeBaHuUsI U
MOJYYUBIINX O0Jiee BBICOKYIO KyMYJISTHBHYIO J03Y
I'K 1o cpasuenuto ¢ manmuenramu co CHHC. Macca
tena aereii co CHHC yBenmmimBanmach B meproz mpremMa
MakcuMalbHbIX 103 'K 1 Bo3Bpaianach K npeabiay-
MM 3HAYEHUSIM B TIEPUOJ PEMUCCUH. Y TIAI[IEHTOB C
9acTO peruANBUPYOMNM BapruanToM TedeHmss CHHC
n ocoberno co C3HC 3naueHus Macchl Tena He BO3-
BpaIaIrCh K HOPMaJIbHBIM BEINIHHAM, COXPAHSIINChH
M30BITOK MaCCHI TeJIa WIIA OKUPEHUE.

[Tomrygennsbie pe3yasTaTsl 00 N3MEHEHUH ITHHBI 1
MaccChl Tella JeTelt B mebioTe HeppOTHIECKOTO CHH-
JpoMa SBIISIIOTCS HOBBIMH M TPEOYIOT JaTbHEUIIEeTo
n3ydeHUs. BhIsBIEHHBIE OTIMYMS MPOCIESKUBAIOTCS
MpHU aHaiIHu3e IoKazaTenell (U3NIECKOTO Pa3BUTHUS
JeTeli B CpPaBHEHHHM C PETHOHAIBFHBIMA HOPMATH-
BaMH, T.€. CO 37I0POBBIMH JIETHMHU HAIIIETO PETHOHA.
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OnHO# U3 TPUYUH BOZHUKHOBEHHUSI YKa3aHHBIX M3Me-
HEHUI MOTYT OBITh TEHETHYECKHE OCOOCHHOCTH I10-
muMop¢u3Ma reHOB, U3y4eHHe KOTOPHIX Hadajoch B
nocieHue rojsl [17].

Hnurensubiil npueM 'K MoxeT npuBonuTh K 3a-
nepxkke pocra gereil [19]. ImokoKOpTUKOUIBL TOP-
MO3ST CHHTE3 Oellka B AJIEMEHTAaX COCIWHUTEIHHOU
TKaHU W MBIIIAX, HAPYIIAIOT 00pa3oBaHUe OEIKOBO-
IO KapKaca KOCTEH U OTIOXKEHUIO B HUX Kajbuus [7].
B otnenbHBIX myOnukanusax o0cykaaeTcs BOIpOC O
noryctuMbix fo3ax ['KC, He npensTcTByromux HOp-
MaJbHOMY pocty pebenka [9, 18]. B mamewm wuccie-
JIOBaHWU HE TOJYYSHO JaHHBIX O 3aMEUICHUU POCTa
JeTell B MepHoJ MPOBEACHUS CTAaHAapTHOHN Teparnuu
ne6rora wim penuanea CYHC. Ho y manueHToB c 3a-
BHCHMOCTBIO OT CTEPOHUOB, MOIYYaBIINX JTUTETh-
HO Oonbime m03bl ['K, 3HaYeHHs JUIMHBI Tesa ObLTH
MeHblie nokasarenet nereit co CHHC. O. Motoyama,
K. Iitaka 8 2007 r. Tonbko y 1Byx narmenTos co CHHC
nocie 15-metHero HaOMIOMEHUS HAOIIOMATN TsKe-
YR 3aJIepKKy POCTa, Y OCTaJbHBIX 32 IMalMeHTOB
KOHEYHBII pOCT ObUT He3HAYUTEIHHO M3MeHeH [19].
A. Madani u coasr. (2011) He TOTYYHIIN CTaTHCTHYEC-
CKHY 3HAYUMOTO 3aMeJIJICHHS POCTa JIETeH ¢ HePpOoTH-
YECKUM CHHJIPOMOM TIOCIIE TePaIiy MPEIHH30I0HOM
B COOTBETCTBHH C KJIMHMYECKUMHU PEKOMEHIAIUSIMU
[20]. B pa6ore D. Ribeiro u coasr. (2015) mokasaHno,
YTO 3HAYCHUS Z-OICHKH JUTUHBI TeJla U MUHEPAITbHOU
IJIOTHOCTH KOCTHOM TKaHU OBUTH IOCTOBEPHO HUKE Y
naruenToB, nomydasmux 'K B cyrounoli go3e 6omnee
0,2 mr/xr [18]. CormacHo namabiM O. Marginean u
coagT. (2016), ckopocTh pocTa ObllIa HUXKE y TaIeH-
ToB ¢ YPHC 1 C3HC 1o cpaBHEHUIO C HEYACTO peLy-
nusupyromum CHHC [21].

Puck 3anepxxxu pocta 'y nereit ¢ HC Bblme B rpym-
nax manueHToB ¢ panHuM nedrotom HC u y Tex, Kto
B TIOAPOCTKOBOM BO3pAacTe IMPOAOIDKACT MOTy4arhb
I'KC-tepanuto nast jedeHuss peuuauBoB. Tepamust
TOPMOHOM POCTa MOXKET YIIydIaTh a0COMOTHBIE 3HA-
YEeHMsI U CKOpOCTh pocTa 'y nereit ¢ HC [22].

YBenuyeHne Macchl Tela JeTel B IepHUosl IprueMa
I'K onucano MHorumu aBTopamiu [3, 23, 24]. laxe
npu npumenennn ['KC koporkumm kypcamm (zo
14 mueit) y 21 u3 75 gerell 0TMEYanoCch yBeTUYCHUE
Macchl Tema [25]. DTo camblii 4acThlid MTOOOYHBIN
3¢ deKT IMTETHHONH Teparnud CTePOUIHBIMU TOp-
MOHaMH, OOYCIIOBIIEHHBII BIIMSHUEM ITPEIapaTroB Ha
00OMEH BelIeCTB, HO BAYKHBIM OCTAaeTCsl BOTIPOC U~
TENBHOCTH CYIIECTBOBAHUS TIFOKOKOPTHUKOCTEPOU/I-
WHAYIUPOBAHHOTO OXKUPECHHS Y JISTEH.

CornacHO HalllUM JNaHHBIM, y 52,9 % nauueHToB
B MIEpUOJ NOJyUeHUs MakcuMalibHOH 10361 'K oT™me-
YaJmch M30BITOK Macchl Tena u oxupenue. [locme o1-

MEHBI TIperapara Macca Tejxa Bo3Bpalaiach K HopMe
u cpeau nereld, He nonyyaromux 'K B Teuenne 6 mec
u 0oJ1ee, He BBISIBIECHO MAIIMEHTOB C U30BITKOM MacCChl
Tea U OXKUPEHUEM.

HawnGonpmme ommyust Macchl Tella 0T HOpMallb-
HBIX Benu4uH nomnydensl y aereid ¢ YPHC u C3HC.
OTH 1eTH MOTydniIH 00JIee BEICOKYIO KYMYIISTUBHYIO
JI03y KOPTUKOCTEPOUIOB, YEM JIETH C PEAKUMH PEIlH-
quBaMH HepoTudeckoro cuHapoMa. Hetr maHHBIX 0O
JIMHAMHKE MacChl Tejla y MAIUeHTOB 3TOW TPYIIIHI B
TEYEHHUE JTUTEILHOTO BPEMEHHU TOCIIe OTMEHBI CTe-
POUTHON Tepanuu, TaK KaKk OHU HE UMEIH JTHTEIhb-
HBIX PEMUCCHI 3a00JIeBaHMUSI.

ITo maHHBIM pa3HBIX aBTOPOB, MEPEHECCHHBIN B
JIETCTBE CTEPOMIIYBCTBUTEIHHBI HEPPOTHUESCKUAN
CHUH/IDOM TPHUBOIMII K Pa3BUTHIO HM30BITKA MAacCChl
Tena u oxupenust y 823 % B3pocisix [6, 23]. Yera-
HOBJIICHO, YTO Yy JIETEH, MOJYYaBIINX MPETHU3O0JIOH
nocneaane 6 Mec, ObUTM 3HAYUTETHHO TPEBBIIICHBI
nokazarenu maccel Tena 1 UMT no cpaBHEHHIO €O
cragnapramu BO3 1 aHaOTUYHBIME OOJHHBIMU, HE
MOJIy4YaBIIUMH IPEIHU30JIOH nocaeanue 6 mec [24].
B pabore A. Nakamura u coast. (2010) coxpanenue
M30BITOYHON MacChl Teja B TEPHOJl PEMHUCCHH He-
(hpoTHdecKoro CHHApPOMA IMOCIE TPEKPAIIeHUs TITF0-
KOKOPTHUKOUIHOHN Teparnuu ObIJIO CBA3aHO C JI030U U
JUTUTETHHOCTBIO BO3ACHCTBUS TTIOKOKOPTHKOUIOB U
ACCOIMUPOBAIOCH C TUTICPIIHUITAICMHIEH y TTAIUEHTOB
[26].

Oepanuuenus uccnedosanus

OrpaHudeHus] MCCIEOBAHUS CBSI3aHBI C €r0 pe-
TPOCIIEKTUBHBIM XapaKTEPOM U HEOOIBITUM 00BEMOM
BbIOOpKH. W3 Oompmroro umcna maruentoB ¢ MHC
MBI CMOTJIA OTOOpaTh OrpaHUYEHHOE YUCIIO UCTOPUI
00ie3HH, CoAepIKaNMX HEOOXOMUMBbIC IS aHAJH-
3a CBEJCHMsI, IO3TOMY aHAIIN3 M3MEHEHUS JJIUHBI U
Macchl Tella BHITIONHEH y 28 MalnueHTOB C pa3HbIMU
BapHaHTaMHU TeUeHHS HEPPOTHUECKOTO CHHAPOMA U
y 31 pebenka B mepuon nposenenus ['K-repanmuu n
nociie ee okoH4YaHwus. [ [pocriekTHBHOE HCcieoBaHne
C OIICHKOW aHTPOIIOMETPUYECKHX JaHHBIX B OJFHA-
KOBBIE CPOKH Yy BCEX MAIMEHTOB TO3BOJIMIIO ObI HaH-
0oJiee TOHO OIICHUTH BIUSHHE pexuma npruema ['K
Ha Qu3ndeckoe pa3BuTHe neTeil. Hebompioe uncio
nanuenToB ¢ YPHC u C3HC cBs13aHO ¢ BKIIIOUEHHEM
B UCCIIE/IOBAaHUE JIETEH, TOTYYaBIINX TOJIBKO CTEPO-
UIHYIO TEPaIlii0 BHYTPh M HE IOJyYaBIINX JIPyTHE
BUJIBI JIeUeHUs (TIyJIbC-TEepanusi, TPUeM ITUTOCTATH-
KOB).

SAKJIIOMEHUE
dusnueckoe pa3BUTHE JeTell ¢ HEQPOTHUECKUM
CHUHIPOM MMEET OTIINYHSI, KOTOPBIC CBSA3aHBI HE TOJIb-
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ko ¢ npooaumoit I'K-tepanueil, HO U ¢ BO3MOKHBIM
BIHUSHUEM APYTUX (haKTOpOB, TPEOYIOUINX JaTbHEH-
IIeTo N3y4YeHUs. YKe B eproj Ae0roTa 3a001eBaHus
net ¢ MHC numenu Oosnee HU3KUE 3HAYEHUS JTHHBI
M MacChl Teja Mo CPaBHEHUIO CO 370POBBIMH JICTHMHU.
JlinHa tena ymeHsmanachk y nanueHtoB co C3HC,
MMEBIINX OOJBINYI0 JIMTEIBHOCTh 3a00JIEBaHUS U
MOJTyYUBIINX 00Jiee BHICOKYIO KYMYIATHBHYIO JTO3Y
I'K no cpasnenuto ¢ nauuentamu co CHHC. Mac-
ca tena aeredt co CHHC yBenuuuBanack B nepuop
nmpuemMa MakcuMalibHbIX 103 'K m Bo3Bpamianack
K OpEeAbIayIIUM 3HAUCHUSAM B MEPUOA peMuccuu. ¥
naurenToB ¢ YPHC u ocobenno co C3HC 3Haue-
HUSl MacChl TeJla He BO3BpAIlaNCh K HOPMAJIbHBIM
BEJTMYNHAM, COXPAaHsJICS M30BITOK MacChl Tela WA
oxupeHue. Pe3ynmbrarel mccieqoBaHUS MOTYT OBITh
WCTIOJIB30BaHbI ISl porHO3upoBanus BiusiHUS ['K
Ha Qu3UYecKoe pa3BUTHE y IAIIMEHTOB ¢ HeppoTuye-
CKMM CHHJIPOMOM H OIICHKH IPOTHO3a 3a00JICBaHMS.
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OCOBEHHOCTW PACIPELAENEHNA MONMNMMOP®HbBLIX BAPMAHTOB
[EHOB, ACCOLMMPOBAHHbLIX C TPOMBO®UITUEN N APTEPUASTBHOW
TMMEPTEH3MEW Y OETEV C TEMONTIUTVKO-YPEMUYECKIM
CNHOPOMOM

'Kadenpa dakynsretckoin negnatpum CaHkT-lNeTepbyprckoro rocyaapcTBEHHONO NeamaTpmuyeckoro MeanumHCKoro yHusepcuteta, CaHkT-
MeTepbypr, Poccust; 2POCCUINCKNN HaYYHO-UCCNeaoBaTeNbCKU MHCTUTYT remaTonorum n Tpadcoysmonorum, Cankt-Metepbypr, Poccus

PEDEPAT

BBE/IEHUVE. B oCHOBE reMOINTUKO-ypeMmn4eckoro cuHapoma (MYC) nexumt natonorms remocrasa C pa3BuTmemM COCTOSHUS,
YrpoXatoLLero Xn3Hu naumeHTa. HapyLeHns co CTOPOHbI CUCTEMbI FeMOCTa3a BO3MOXHO BO MHOTOM 0OYC/IOBNEHbI Hacnes-
CTBEHHOI NMPeapacnoioXXeHHOCTbIO K Tpombodunun. LIEJIb. N3y4nTb 0COBEHHOCTM annenbHOro noanmMopduama reHos,
aCCoLMNPOBaHHbIX C HAacneaCcTBeHHOM TpoMbodunuvein y 15 netein ¢ reMonnTUKO-ypeMmniyecknm cuHapomom. MALIMEHTBI
Y METO/bI. TMpoeeneHo uccnenosaHme 15 peteni ¢ N'YC B Bo3pacTte oT 1 roga Ao 4 neT, HaxoAMBLUUXCS Ha NIEYEHUU B He-
dponorunyeckom otaeneHnn knuHuku CMNerfnMy. Tunmynein N'YC guarHoctupoBaH y 14 neteit. Y ogHoro pebeHka BbISIBNIEH
aTnnnyHbIA I'YC, NOATBEPXAEHHbIM NaB0PaTOPHO (NOBbLILLEHME YPOBHS aHTUTEN K NpoTeunHy H). B HUW remaTonorum n TpaHc-
dysnonornm @MBA Poccumn metogom MLP y Bcex 15 nauneHToB 1 ABYX poauTenein npoBeaeH aHanna nonmmopduama reHos,
accouMmnpoBaHHbIX ¢ Tpombodunuein. PE3YJIBTATHI. Y Bcex obcnenyemblx neTen obHapyXeH nonnMmopdram reHoB, acco-
LIMNPOBaHHbIX C PasnnyHbIMKU 3BEHBSAMI reMocTasa. Y AByX naumeHToB oOHapyxeHa MyTaums B reHe ¢paktopa V (FV Leiden). Y
7 nauyeHToB 13 15 nccnenyemMbix BbIIBIEHO FOMO3MIOTHOE COCTOSIHME MHIMOUTOpa akTuBaTopa nnasMmmuHoreHa (PAI-1 - 675
4G/5G). BAKJIIOYEHUE. MyTtaumsa FV Leiden, kak OCHOBHasi NpUyYnHa pe3UCTEHTHOCTM akTnaumm npotenHa C (MHrnéutopa
obpasoBaHusa TPOMOKMHA), 0OHapyXeHa y ABOUX AeTel, y OOHOro — ¢ TUnmyHbiM N'YC, y ogHOro — ¢ atunuddeim IN'YC. Y 7 netei
13 15 obcnenyemMbix BbIIBIEHO TOMO3UIOTHOE COCTOsSIHME MHIMOUTOpPA akTuBaTopa nnasmuHoreHa (PAI-1 - 675 4G/5G), yto
MOXeT yka3blBaTb HA HEA0CTATOYHYIO0 GUOPUHONUTMYECKYIO aKTUBHOCTb Y 9TUX AETEN, Kak BaXHbIN pakTop CNnocobCTBYIOLWMIA
pazsutuio TMA.

KnioueBble cnoBa: reMonMTUKO-ypeMrUYeCKnini CUHAPOM, NOANMOP@U3M reHOB, TPOMOodUANS, oeTn
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ABSTRACT

INTRODUCTION. The basis of hemolytic-uremic syndrome (HUS) is the pathology of hemostasis with the development of a
condition that threatens the patient’s life. Violations of the hemostatic system are probably largely due to a hereditary pre-
disposition to thrombophilia. THE AIM. To study the characteristics of allelic polymorphism of genes associated with heredi-
tary thrombophilia in 15 children with hemolytic-uremic syndrome. PATIENTS AND METHODS. A study was conducted of 15
children with HUS from the age of 1 to 4 years who were treated in the nephrology department of the clinic of St. Petersburg
State Medical University. A typical HUS was diagnosed in 14 children. One child was diagnosed with atypical HUS confirmed
by laboratory tests (increased levels of antibodies to protein H). At the Research Institute of Hematology and Transfusiology
of the FMBA of Russia, PCR for all 15 patients and two parents analyzed the polymorphism of genes associated with throm-
bophilia. RESULTS. In all examined children, polymorphism of genes associated with various links of hemostasis was found.
Two patients showed a mutation in the factor V gene (FV Leiden). In 7 patients out of 15 subjects, the homozygous state of the
plasminogen activator inhibitor (PAI-1 - 675 4G / 5G) was revealed. CONCLUSION. The FV Leiden mutation, as the main reason
for the resistance of activation of protein C (an inhibitor of the formation of thrombin), was found in two children, one with a typi-
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cal HUS, and one with an atypical HUS. In 7 children out of 15 subjects, a homozygous state of plasminogen activator inhibitor
(PAI-1 - 675 4G / 5G) was revealed, which may indicate insufficient fibrinolytic activity in these children, as an important factor
contributing to the development of TMA.

Keywords: hemolytic uremic syndrome, gene polymorphism, thrombophilia, children
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BBEAEHUE

AKTyanbHOCTh npoOeMbl TeMOJINTHKO-
ypemuueckoro cuaapoma (I'YC) obycmosnena oco-
OCHHOCTBIO JTAHHOTO 3a00JIEBaHMS, B OCHOBE KOTO-
POTO JISKUT TATOJIOTUSI TEMOCTa3a C Pa3BUTHEM CO-
CTOsHUSA, YTIPOXAIOIICTO KU3HU IMallUCHTA B OCTpBIﬁ
Ieproa, a TaKKe HeGJ'IaFOHpI/ISITHI)IM HCXOI0M B OTaAAa-
nexHoM nepuone [ 1-4]. TsokecTs 06ycioBieHa TPOM-
6ornueckoit Mukpoanruomnarueir (TMA) u octpsim
MOBPEXKACHUEM TOYeK Kiacca «HemocTaro4HOCTbY.
Hapymenust co cTOpoHBI CHCTEMbI TeMOCTa3a, BO3-
MOYXHO, BO MHOTOM OOYCIJIOBJICHBI HACJICACTBEHHOI
MPEAPaCIIONOKEHHOCTHIO K TpoMOodumu [5].

Lenb — M3y4nTh 0COOCHHOCTH aJIEILHOTO TIOJIH-
Mop}H3Ma reHOB, aCCOIIMUPOBAHHBIX C HACIIE/ICTBEH-
Holi TpoMOoduimeii y 15 nereii c ['YC.

NAUUMEHTbBI U METOAbI

[Iposeneno uccnenosanue 15 nereii ¢ 'YC B Bo3-
pacte ot 1 roma mo 4 net, U3 HUX 13 MaTbYUKOB U
2 NeBOYKH, HAXOMUBIIUXCS HA JICYUCHUH B HEpOIIO-
rudeckom otaeneaun kiauHuku CITOI'TIMY. V Bcex
naruenToB ¢ ['YC ormeuanack Tpuajga NMPU3HAKOB,
XapaKTEePHBIX I TPOMOOTHYECKOH MHUKPOAHTHO-
natuu (TMA): 1) Mukpoanruonaruyeckasi reMoJH-
THYECKasi aHEeMUsI TSDKEJIOW CTereHH (dPUTPOIUTHI
2,5+0,5x10'%/11, remorniodbun 65+15 1/11, ¢ MOBBIIIE-
nuem JIJII" ot 600 mo 2500 EJl/n, cHMkeHue ypoBHsI
rantorioOnHa B CbIBOPOTKe KpoBU < 0,08 /71, MOBBI-
HIeHue ypoBHs OmnmpyOuHa 24,5+5,0 MKMOIB/T 3a
CUeT MOBbIIEHHS (HPAKIINU HEMTPSIMOTO OMIHPYOrHA);
2) TpOMOOIUTOTIEHN TOTPEOICHUS TAXKEIIOH CTETIeHN
66,0+£17x10%/11, xapakTepHas IS TUCCEMUHHPOBAH-
HOTO BHYTPHUCOCYAMCTOTO CBEPThIBaHUS; 3) y JIeTeil B
Bo3pacTe oT 1 roa 10 4 1eT 0CTPOE MOBPEKIACHHE TT0-
gyek (OIIIT) kmacca «HegocTarouHOCTEY» AUATHOCTH-
poBaHO B cooTBeTcTBUM ¢ Kiaccudukanuelr pRIFLE
(2007) [6]. Y Bcex mereit yCTaHOBJICHBI ITOBHIIIICHIEC
CBIBOPOTOYHOTO KpeaTWHUHA, CHMKEHHE CKOPOCTH
KIIy0OuKoBOM (uibrpanuu Ha 75% HWXKE HOPMBI,
HapyIlIeHHe IEKTPOIUTHOIO COCTaBa, MeTaboinye-
CKHUH alln03, MOBBIIIEHNE apTePUaIHLHOTO JaBICHUS.

Tunuusei ['YC noctauapeiHblii UarHOCTUPOBAaH
y 14 nereii. Y ogHOTO peOCHKa BBISBICH aTUITHYHBIN
I'VC, noarBepkneHHBIN T1a00paTOpHO (MTOBBIIIIEHHE
ypoBHs anTHTeN K ipotenHy H). B ®MBA HUMU re-
Maronoruu u Tpancdysnomoruu mertogom [P y Bcex
15 mauMeHToB W ABYX POAUTENIEH MPOBEACH AHAIIN3
MOTMMOp(U3Ma TeHOB, aCCOIIMUPOBAHHBIX C TPOMOO-
¢wuuneit. MccnenoBansl ansienbHble BApUAHThI T€HOB
thakropa V (G1691A, FV Leiden), daxropa Il (mpo-
tpomOuH G20210G—A), MeTIIIeHTeTparuapodoIar
penyxra3sl (MTHFR C677T), daxropa I (dubpuno-
red, 455G—A), uHTHOUTOpa aKTUBATOpa IJIA3MHU-
HoreHa (PAI-I — 675 4G/5G) u mmkonporenHa Illa
(Gpllla, T1565C); renerndeckue (pakTophl prcKa ap-
TepuanbHOU runeprersuu: nomumopdmm 704T—C
(Met235Thr) B rere aarnotensunorena (AGT), I/D
287 1.H. B TeHE aHTHOTeH3MH-TIPEBpaIIaroero dep-
meHTa (ACE), 1166A—C B rene pemenropa aHTHO-
ters3una Il 1-ro tuma (AT1R), 786T—C B rene sHI0-
TeTuaTbHON CHHTAa3bI okcuaa azota (eNOS).

PE3YJIbTATbI

VYV Bcex uccaenyembix gereit I'YC nposiBisuics
KIITACCHYECKOW TPHAI0W TPOMOOTHUECKOW MHUKPO-
AQHTUOIIAaTUU B BHUJE: MUKPOAHI'MONATHYECKOH reMo-
mutndeckorr aHemmn (MAT'A), TpomOommroneHnn
noTpebJIeHnsT U OCTPOro HMOBPEXKACHUS MOYEK KJlac-
ca «HenocrarounocTs». I10 MaHHBIM KIMHHYECKOTO
aHanm3a kpoBu, MAT'A y uccrnenyemsix nereii Obiia
TSDKEJION CTENEeHU TSKECTH, HOPMOXPOMHAs, TUIep-
pereHepaTopHas, ¢ BBICOKMM COAEPIKaHUEM IIN30LH-
TOB. VIHTEHCHBHOCTh IreMOJIM3a ONpeAesiach ypo-
BEHEM JIaKTaTACTHIPOIreHa3bl B CHIBOPOTKE KPOBH,
kotopsiid octuran 600-2000 EJI/n, moka3aremnwu rar-
TormoOnHa B chiBOpoTKe KpoBu < 0,08 r/i1. ¥V 14 ne-
Tel npoapomManbHblid nepuog tunuuHoro I'YC mpo-
TeKaJ ¢ KUIIEYHOH nH(EKIHel ¢ pa3BUTHEM OCTPOTO
nopexaenus modek (OINI) ¢ mocnemyrommm Boc-
CTaHOBJICHHEM (PYHKITUM TOYeK. Y OJHOTO pebeHKa
ormedanoch OIIIl ¢ mcxomoM B XpoHWUYECKYIO 00-
ne3Hb nouek. Arunuynelid I'YC nuarnoctupoBaH y
4-neTHel 1eBOYKU HA OCHOBAHUU: TSKEJIOTO AllUKIIN-
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YECKOr0 TEUEHUSI, XapaKTEPHOTO JJIsl aTUITUYHOTO Te-
yeHwus, ¢ rnepcuctupyonieir MAT'A (coxpaHstonuii-
cs1 BeICOKHH ypoBeHb JIJII' B chiBOpoTKe KpoBHU OoIee
1000 EJI/m 1 HU3KHUMU TTOKA3aTelIsIMU rarnTorioOnHa
B cbiBopoTke KpoBH < 0,08 /1), TpoMOOIIUTONICHIEH
notpedieHns, 6e3 MOoNOKUTENLHOTO dPQeKTa OT 3a-
MECTUTENBHOW Tepanuu 21 ceaHca remonuanusa, a
TaKKe OOHapy>KCHHsI aHTUTEJ B CHIBOPOTKE KPOBH K
¢axropy H (856,8 %, Hopma < 350 %). B pesynsrare
Tepanuy SKyIM3yMaboM OTMeUasach MOJOKHUTEIIbHA
nuHaMuKa TedeHuss TMA ¢ BoccTaHOBIeHHEM (DYHK-
LIUH [TOYCK.

W3 14 pereit ¢ tunumuynbiM I'YC B Bo3pacTte oT
1 rona 1o 4 net ycranosieH nonumopduzm G/A-455
B rere ¢akropa 1y 5 (35,7 %) nereit; nonmumopdusm
4G/5G B rene PAI-1 wHruburtopa mia3MHHOTCHA
y 6 (42,9%) nereit; monmumopdusm B renHe Gpllla,
T1565C-1565T y 3 (21,4 %) nereil.

Y manpauka (4 1eT 9 Mec) ¢ THIUYHBIM IT0CTBAaK-
nmHanbHEIM ['YC 6e3 amapeu, accOlMUPOBaHHBINA C
HE(PPOTUUECKMM CHHIPOMOM U TeMarypuei, BBISB-
JICHbl MapKepbl HACIEACTBEHHOM MpeapacroiokeH-
HOCTH K TpoMOoduimnu 3a cyer AUChYHKINH TuIa3-
MEHHOTO 3B€Ha I'eéMOCTa3a B BUAE MYyTalllu B ICHE
¢akropa V (FV Leiden) B roMO3UTOTHOM COCTOSIHUH,
nomumop¢usm 675 4G/4G B TOMO3UTOTHOM COCTOSI-
HUU B TeHe MHruomropa rurasmuHoreHa PAI-1. Te-
HeTH4eckne (haKTOphl pHCKa TUCPYHKIUH TPOMOO-
LUTApHOTO 3BEHA I'€MOCTAa3a, CBSI3aHHBIC CO CKJIOH-
HOCTBIO K TPOMOO(UIINY, HE BBISBICHBL. Y JaHHOIO
peOcHKa BBISBICHBI TeHETHUECKUE (DAKTOPHI pUCKa
pasBUTHS aTepoCKiIepo3a B BUAE MNOTUMOpdU3Ma
677C—T B reHe MeTHJICHTeTparuaApodoIar peryk-
ta3el (MTHFR). Takke y manHoro pebeHka oOHa-
PYKEHBI TeHeTHUecKue (aKTOphl pUCKa apTepHallb-
HOW TMIEPTEH3UHU B BUJIE MOBBIIICHHONH aKTUBHOCTH
PCHHMH-aHTMOTEH3UHOBOW CHCTEMbI B BUAE — IOJIHU-
Mopdusma 704T—C (Met235Thr) B rene anruores-
suHOTreHa (AGT) C/C B TOMO3UTOTHOM COCTOSIHHIH,
nonumopdusma I/D 287 mH. B reHe aHTHOTCH3MH-
npespawaroniero ¢pepmenra (ACE) I/D B rereposu-
TOTHOM COCTOSIHMHU. MIHTepecHO, YTO MpH Uccie0Ba-
HUM 000X POAMTEIICH 3TOr0 MajJbuuKa OOHAPYKEHBI
myTtaiuu B rere dakropa V (FV Leiden) B rerepo-
3UTOTHOM COCTOSTHUH, (paKTOPBI PUCKa Pa3BUTHS aTe-
pockiiepo3a B Bue nonmumopduzma 677C—T B reHe
metmiteHTeTparuapodonar penykrazsl (MTHFR) B
BHJIC TOMO3HUTIOTHI 0OHApPYKEHBI TOJIBKO y oT1a. ['eHe-
THYeCKue (PaKkTOpbl pUCKa apTepUabHON TMIEPTEH-
3UU Y pouTeNel He OOHAPY KEHBI.

VY neBouku B Bo3pacte 4 et ¢ arunuuHbM ['YC ¢
XapaKTEePHBIM TSDKEJIBIM alMKIMYECKUM TEUCHHEM C
MOBBIILICHUEM YPOBHI aHTUTEJI K TpoTenHy H BbIsiBIIe-
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Hbl MyTauu B reHe gakropa V (G1691A, FV Leiden)
B T€TEPO3UTOTHOM COCTOSHUH, TonmuMopdmsm 675
4G—5G B rene uHruOuTopa miaasmuHorena PAI-1,
noimumopdusm 455G—A B rene daxropa I (Gubpu-
HoreH, G-455A), momumopdusm 1565T—C (A1/A2)
B reHe mmkomporenna Illa (Gpllla, T1565C).

OO0paraer Ha ce0s BHUMaHUE, 4TO y 7 JeTei u3
15 uccnenyemuix (y 6 ¢ tunmyabeM ['YC u ogHOTO
¢ al'VC) BBISBICHO TOMO3WUTOTHOE COCTOSHUE WH-
ruburopa akrmparopa riuazmMuHorena (PAI-1 — 675
4G/5G).

OBCYXAEHUE

3a mocneqHUe TObl HAIM MPEICTAaBICHUS O Ma-
TOreHE3e TPOMOOTHUYECKOH MMKpPOAHTHONATHU Cy-
[IECTBCHHO pPAaCUIMPUINCh. OTO KacaeTcs TaKou
(yHAaMEHTaIbHOM COCTaBISIIOLICH pucka 3abone-
BaHMA, KaK TEHETHYecKas MpPEeAPacioIOKEeHHOCTb.
[lomureHHbIid XapakTep HACIEACTBEHHOW TpoMOo-
(uIMu MOXeT SBIATHCS MPUYUHON reTepOreHHOCTH
KJIMHUYECKUX TPOSIBICHUNA TPOMOOTHYECKOTO MpO-
necca [5]. TepmuH «TpomMOobmIHsT» 00bSAHHSET BCe
HacJIeICTBEHHbIC (T€HETUYECKH OOYCJIOBICHHBIC) U
NpUOOPETEHHBIE HApYIIEHUS TIeMOCTa3a, KOTOpbIC
00yCIJIOBIIMBAIOT TOBBILICHHYIO CKJIOHHOCTb K pa3BU-
THIO TPOMOO030B KPOBEHOCHBIX COCYJOB Pa3IMYHOIO
KanrOpa ¥ Tokau3aliyi [5]. Beicokas yactora BbIsB-
JIeHUs OAMMOp(HU3Ma FeHOB FeMOCTa3a y NallueHTOB
¢ I'VC nemoHCTpHpyeT 3HaUMMOCTD HACIEICTBEHHON
TpoMOO(dMINH, Kak (hakTopa pHCKa TSHKEIOTO Tede-
HUs 3TOro cuHapoma [2-9]. B Hamem uccnenqoBaHun
u3 14 nereit ¢ TunuunsiM I'YC B Bo3pacte ot 1 roga
10 4 net ycranosieH nonumopduszm G/A-455 B rene
¢daxtopa I y 5 (35,7 %) nereit; nonumopdusm 4G/5G
B rene PAI-1 uaruOuropa rutazmunoresa y 6 (42,9 %)
nereit; monumopdusm B rene Gpllla, T1565C-1565T
y 3 (21,4%) nereii.

B oreuecTBenHol uTeparype B padore A.B. [loma
u coanT. (2015) [7] y 47 nereii B Bo3pacte 19,3 + 2,1
mec ¢ tunuyHoil ¢gopmoii I'YC uccnaenosan monu-
MOp(hU3M reHOB TPOMOO(HIINHU U CIIEIaHO 3aKITFo4e-
HHE, YTO BBIPAXKCHHOCTh KIMHUYECCKHUX MPOSBICHUH
u TsoKecTh ['YC onpenenstorest «poTpoMONHOBBIM
TCHOTUIIOM» T'€HOB METWJIEHTeTparuapodoiarpe-
nykrasel (MTHFR), tpomOomnmTapHoro pernenropa
¢ubpunorena (ITGB3), pubpunorena (FGB) u un-
rubuTopa aktuBaropa rmiasmMuHoreHa (PAI-1).

B uccrnenoBanumn X.M. OMupoBoii u coasrt. (2018)
[8]y 23 mereii ¢ al'Y C BbIsiBIIeH HOMUMOPGHU3M I'CHOB
TpoMOopmrn. MynerureHHas opma TpomoobuIIn
y nereii ¢ I'YC xapakrepu3oBangach COYETaHUEM I10-
nuMop¢u3Ma IByX, Tpex reHoB u 6onee (95,2 %). Ilo
MHEHHUIO aBTOPOB, BBICOKAsl YACTOTA BBISBJICHUS I10-
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muMopdusma reHoB remocTasa pu al ' YC naet ocHo-
BaHUE pacCMaTpyBaTh HACIEICTBEHHYIO TPOMOO(H-
JIUIO Kak (PaKTOp pUCKa pa3BUTHS 3a00JICBaHNS.

Pesynbrarhel, momydeHHbIe HAMH, COOTBETCTBYIOT
JaHHBIM aBTOpoB [7-9]. B Hamem wuccienoBaHuu
YCTaHOBJICHBI PA3JIMYMsl B PACIPENCICHUN TeHOTH-
OB psijia TEHOB, aCOIMMPOBAHHBIX C NUCHYHKIHEH
remocta3a B 40% y mauuentoB ¢ tunuuHbiM ['YC.
Y 7 (46,7%) u3 15 nereit (y 6 tunmunsiii ['YC u
omHoro al'VC), BBIIBIIEHO TOMO3HTOTHOE COCTOSTHHE
MHTHOUTOpA aKkTUBaropa rmiazmuHorerna (PAI-1 - 675
4G/5G).

SAKJTIOHEHUE

B namem uccnenoBanuu y 15 aereii ¢ I'YC BbisiB-
JIeH aJUIeIbHBIA MOMTUMOP(U3M I'eHOB, XapaKTePHbI
U1l TUCYHKIUN Pa3IMYHbIX 3BEHbEB reMocTasa. 13
14 nereit ¢ TunuunbM ['YC B Bozpacte ot 1 roga 1o 4
nery 5 nereit ycranoineH noaumopousm G/A-455 B
reHe (paxropa I; y 6 neteii ycTaHOBJIeH MonmuMophu3M
4G/5G B rene PAI-1 uaruuropa niuasMuHoreHa; y 3
nereii —nomumopdusm B rene Gpllla, T1565C-1565T.
VY onmHoro pebenka ¢ arunmu4HbIM ['YC BBISBICHBI
myTtamust B rere ¢akropa V (G1691A, FV Leiden)
B TETEPO3UTOTHOM COCTOSIHHH, ToiauMopdmsm 675
4G—5G B rene uHruduropa miasmMuHoresa PAI-1,
nomumop¢usm 455G—A B rene ¢axropa I (udpu-
HoreH, G-455A), momumopdusm 1565T—C (A1/A2)
B reHe mmkonpotenHa [lla (Gpllla, T1565C).

Myramus FV Leiden, kak 0OCHOBHasi TpuyYnHA pe-
3UCTEHTHOCTH akTuBauuu nporenHa C (MHrubuto-
pa oOpa3oBaHusi TpoMOWHA), OOHAPYKEHA y JBOUX
nerell, y ogHoro — ¢ tunuyHeiM I'YC, y onHolt — ¢
arurmyabM ['YC. OOpamiaer Ha ce0st BHUMaHUE TOT
¢axT, uto y 46,7% nereit ¢ ['YC BbIsIBICHO TOMO3H-
TOTHOE COCTOSIHME MHTMOMTOpa aKTHBATOpa ILIa3Mu-
HoreHa (PAI-1 — 675 4G/5G), 4To MOXeT yKa3bIBaTh
Ha HEIOCTarOYHyK (UOPHHOIMTUYECKYIO AaKTHB-
HOCTb y 3THX JAETEH, Kak BaKHBIH (hakTop, CrocoO-
cTBytoIMid pazsutuio TMA.
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BbicTynneHne rmaBHOro pepakropa xypHana «Hedbponorus»,
npod. A.B. CmnpHoBa

B pamkax o6wenmneHHoro cbezna Hayunoro o0-
mecTBa HedpororoB Poccuu n Accormanun Hedpo-
soroB 1 HOsOpst 2019 roma ObutT mpoBeneH Kpyribiid
cTon Acconanny He(poIOroB:

«Kypnan «Hedponorus» — crenuaiu3upoBaH-
HO€ HAy4HO-TIPAKTHUYECKOE H3JaHHEe [UIs Bpayeil-
He(POJIOroB BceX peruoHoB Poccuimy.

B xome nmaHHOro MeponpusTHs pPeAaKIMOHHON
KoJuierne u ydactHukamu Kpyrmioro croma Obuin
00CYXJIeHbI TIEPCIIEKTUBBI pa3BUTUs KypHaia «He-
(dposorusi» Kak CreluaIn3upOBaHHOTO M3IaHMS IS
Bpauell 1 yueHbIX B 00aactu Hedponorun. [Tomumo
yneHoB Penakuuu xypHana, B Kpyniom crone npu-
HSUIM Y4acTHE Yy4eHble-He(POJIOrH pa3iIMyHbIX pe-
ruoHoB Poccuu u Ipyrux crpa.

C KpaTKuMH JOKJIaJaMd U MPEAIOKESHUSIMUA BbI-
CTYNWJIN OTBETCTBEHHBIE pPENAKTOPhl JKypHajia —
npod. M.M. Bartomnn u nipod. H./1. CaBenkona:

M.M. Bamiwowun (2. Pocmos-na-fony) (omeem-
CMBEHHbIL 34 ednce200Hblll 8blnyck Ne 5 ocypHnana
«Heghponozus»)

«B03MOKHOCTH AKTHBU3ALM U HAYYHO-HCCJIEN0-
BaTesbckoil padoTsl B 0xHOM PO myTem pacmm-

PeHus1 BO3MOKHOCTEH MyOJMKALMM Pe3y/IbTATOB HC-
CJ1eI0BAHNIi B CIIEHATBHOM BBIITYCKe KYPHAJID)

C 2013 roma omHUM M3 IIECTH BBIMYCKOB XKYp-
Hana «Hedponorus» cranm TeMaTHUecKUil BBITYCK,
exeroHo Ne5, rime myOmUKyrOTCsl paboThl YUEHBIX-
HedpomoroB lOxuaOrO denepanpHoro Oxpyra Poc-
cun. Heponorus FOra Harmreld cTpaHbl akKTUBHO pa3-
BHUBAETCSI KAK B KOHCEPBATUBHOM, TaK U B TUATU3HOM
HanpaBJIeHUAX, OTKPBIBAIOTCS HOBBIE Hedposoruye-
CKHe€ IIeHTPBI, pa3BUBAETCS TPAHCIUIAHTAIMS MTOYKH,
BHEJIPSIIOTCS. METOBI MOP(OIOrHUECKOI THarHocTu-
KU HedpomaThii. B mocienane roapl MOTyYHUIH pas3-
BUTHE HCCIIEIOBAHNA B 001aCTH KJICTOYHOU U CUCTEM-
HOW peryisuuy NpoLeccoB BocnaneHus u Gpubposa
mpu HedpUTax, CapKONICHUU, aHEMHUH M CEpIeUHO-
COCYIMCTOTO PEMOJICTUPOBaHUs y OOJBHBIX Ha 3aMe-
CTUTEJIBHOM IOYEYHOW Tepanuu. B uccrnenoBaHusax
YETKO TPOCIIEKUBACTCA TEHACHIINS K aKTHBHOMY HC-
CJIETOBAHUIO MOYEUHOM NaTojaoruu y aeteil. Toapko B
crenax Pocrosckoro I'MY 3a nmocnenanue aecsith JieT
ObUTH 3alMIICHBl 22 TUCCEPTalUK U OMyOIMKOBAHBI
Oosiee 200 HaydHBIX CTaTel MO MpodiemMaM Hedposio-
rud. [IpuATHO OTMETHTh, YTO (pIarMaHoM B Pacrpo-
CTpaHEHWHU HAyYHBIX 3HAHWH B c(hepe maTomoruu mo-
yek s ydenbix FOra Poccum Ha mpoTsDKeHHH Beex
9THX JIET sBJsuics KypHal «Hedponorus» — Bemyiee
neyaTHoe Hay4yHoe u3ganue HedponoroB Poccun. B
JTHU Che3la KOJUIEKTUB JKypHaja OCTaeTcs ¢ HaMH,
MIPEACTaBISAS HAa CBOMX CTpPAHMIAX PE3YJBTaThl IO-
CJIEJTHUX WCCIEOBAHMN Hay4YHBIX KOJUIEKTHBOB lOra
Poccun. HageeMcs Ha To, 4TO AalibHEILIEE COTPYAHU-
YECTBO C PEIAKLIMOHHOMN KOJUIETHEN U PEAaKLIMOHHBIM
coBeToM KypHaia «Hedpornorus» Oyaer, kak u mpe-
XKJie, CIIOCOOCTBOBATh IPHOOPETEHUIO U pacipocTpa-
HEHHIO HOBBIX 3HAHWI B 00JIACTH TATOJIOTUH MTOYEK.

H.J[. Casenxosa (Canxm-Ilemepbype) (omeem-
CMBEHHbLIl  pedaKmop edce200H020 evinycka Ne3
arcypruana «Hegponoeusn»)

«OnBIT ONTHMHU3ANHUA HAYYHO-HCCJIEA0BATEIb-
CKOi padoThl B 00/1aCTH NeAuaTpuUecKoii Hedpo-
JIOTHM MYTeM paclidpeHus MyO0JMKAIUOHHON aK-
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TUBHOCTHU BceX pernoHoB Poccun B cnenuajisHoOM
BBIINIYCKE *KYPHAJIa)»

C 2012 roza BEIXOIHUT B CBET TEMAaTHYECKHUI BBI-
nmyck xkypHana «Hedponorus» (KOTopblii BXOJAHT B
«IlepeyeHb pOCCUUCKUX HAYYHBIX PELEH3UPYEMBIX
JKYPHAJIOBY», B KOTOPBIX JIOJDKHBI OBITH OITyOJMKOBA-
Hbl OCHOBHBIC Hay4YHBIC PE3YJbTaThl AUCCEPTALIUN),
MOCBSIIICH MEANaTPUUSCKON He(PPOIOTHH, YTO ONTH-
MHU3HUPOBAJIO MYOIUKAIIMOHHY aKTUBHOCTH aBTOPH-
TETHBIX U MOJIOABIX YUCHBIX, BBITOIHSIONIUX JUCCEP-
TallMy YYEHOH CTENEeHU J.M.H, K.M.H. Takoil BapuaHt
€KETOHOr0 y3KOCIEUaIu3UPOBAaHHOIO TeMaTHYe-
CKOTO W3JIaHUS JACT BO3MOXKHOCTH B OJHOM BBIITY-
CKE JKypHaja COCPEIOTOYUTH MOCJIEIHUE HayYHbIE
JIOCTHOKEHHMS. Y HOBOBBEICHUS B KIIMHUYECKOH Iie-
JMAaTPUUECKOM MpaKTHKe B 00iactu Hedponoruu. B
Ka4eCTBE aBTOPOB KYpHaT OOBEAUHSICT MEIUaTPOB-
He(poJIoroB Bcex peruoHoB Poccuu, 4To Jienaet nau-
HBII BBITYCK YHUKAJbHBIM. Tak, aBTOpamMu MOCIeN-
Hero Beimycka B 2019 rogy cranu BeAylIue y4eHbIE,
Hedpororu-neauaTpbl Mockssl, Cankr-IlerepOypra,
OpenOypra, Boponexa, bemapycu, A3zepOarimka-
Ha, Y30ekucraHa. OTOT acCHEKT MPEICTaBISICTCS
KpalilHe Ba)KHBIM JJIs Pa3BUTHUS TEIUATPUUCCKOMN
He(POJIOTHH B IIEJIOM, MO3BOJISET COPUCHTUPOBATH-
Csl B JIaHHOW HAay4YHOW OOJacTH W ONTHMHU3HPOBATH
HAy4YHO-HCCJICIOBATEIBCKYI0 PaboTy, MPOBOAUMYIO
neauarpamu-Hedponoramu B Poccun. B crienmans-
HOCTH TMEANaTpHUeCKass HE(QPOIOTUS CYNIESCTBYIOT
aKTyaJbHBIC MPOOJIEMBI ¥, TIOPOM, CIIOPHBIC BOIPO-
ChI, Kacarolluecs MOJXOJ0B K KIACCHU(DUKAIMU, all-
TOPUTMOB JMATHOCTUKA U JICUCHUS] XPOHHUECKOMH
0OJIe3HM TIOYEK M OCTPOTO TIOBPESKJICHUSI MOYCK Y
HOBOPOXKJICHHBIX, J€TeH U MOAPOCTKOB. B Temaruue-
CKOM BBIITyCKE 00CYKIal0TCS aKTyaJIbHBIE TIPOOIEMBI
MeNMAaTPUICCKON He(POJIOTHUHU: TIOMepyIoHe(pHTa,
HE(POTUYECKOTO CHUHAPOMA, PEHAIBHBIX BaCKYJIH-
TOB, HACJICCTBEHHBIX TyOYJIOMATU!l U PEAKUX CHH-
JIPOMOB, KUCTO30B TIOYEK, 00CTPYKTUBHBIX He(poTa-
TUH, He(hPOreHHOH apTepHaIbHOM TMIEPTEH3NH, HH-
(bek1uii MOUEBOI CUCTEMBI, TPAHCIUIAHTAIIUH TTOYKH
U OyTU uX peuicHus. HekoTopwle acmekThl AeTCKOM
He(poJIOTHH, HampUMep, JOCTIDKEHUS B 00JacTu
TCHETUYEeCKU OOYCIIOBIICHHBIX 3a00JICBaHUN IOYCK,
MOJIOLUTOTIATHA, TyOyJIOTaThH, TIOAXOABI K BEJICHUIO
TaKHX MAI[IEHTOB, MOTYT OBITh B3SThI HA BOOPYKCHHE
Y B3pOCIBIMH HedposioraMu. Exxeroqusiii TemMarnye-
CKUH BBIITYCK JXypHaja BOCTPEOOBAH YHTATEIISIMHU.
MpI cTpeMHMCST K TOMY, YTOOBI IyOJIUKAIUH 110 TIe-
JMaTPUYECKOM HEe(PPOJIOTUN OXBATHIBAIU WHTEPECHI
YUEHBIX U KJIUHUIUCTOB, MPAKTUUYECCKUX METUATPOB-
He(POJIOTroB, CIICIUAIMCTOB 110 3aMECTUTEIILHOM T10-
YEYHOW Teparnuu.
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C KOPOTKMMH COOOIIECHUSIMU BBICTYTTHIIH:

M.C. Xpabposa (Canxm-Ilemepbype) (omeem-
CMEEHHbBIIl CeKpemapb JHCypHana)

«XKypnaa “He¢ponorusa” B conmajbHBIX ce-
TAX M HHTEPHeTe»

OTBeTCTBeHHBIN Ccekperaphb kypHana «Hedpomo-
rus» M.C. XpabpoBa KpaTKO H3JIOXKWIA Pe3ybTaThl
pacnpocTpaHeHUsT MarepHaoB >KypHaja B COLUAJIb-
HBIX CCTAX U UHTCPHCTC. Baxxneim HarpaBJICHUEM pas-
BUTHSI J)KypHAJIa SIBJISICTCS] CO3/IAHUE DIICKTPOHHOTO U3-
JaHWs, IOCTYITHOIO Ha O(UIMAIBHOM CaifTe XKypHaa,
— journal.nephrolog.ru. Ha Tekymmii MOMEHT Ha caiTe
JKypHaJja pa3MelieHbl MaKCUMAaJIbHO TOJIHast HHpOopMa-
LS O LEJSIX M 33a7a4ax >KypHalla, peaKMOHHON KO-
JICTUH, ITpaBuJia 4j11 aBTOPOB, a TAKIKE MOJIHBIM KOHTEHT
JKypHaja B pa3inyHbIX HUPPOBBIX (opmarax (pdf u
html), HaurHAS C caMOTO TTEPBOTO BEHIMYCKa. APXHB OT-
KPBIT JIFOOOMY TIOCETUTEIIO JKypHaia 0e3 orpaHnIeHAN
32 MCKJIIOYCHHEM BBIITYCKOB IOCIEIHMX IBYX JIET, a
HOJIHMCYUKAM )KypHAJIA KOHTEHT IOCTYTICH OTHOCTBIO.
B cxopom Bpemenu /115 4iieHOB Accolyanuy Hedpoio-
roB Poccuu OyieT gocTyIHa OIMCKa Ha SIICKTPOHHOE
W3aHue yepes cailT Accormanuy (www.rusnephrology.
org) mpu monTBepkaeHnn wieHctBa. C ocenn 2019
rofa crana (yHKIMOHUPOBATH CTPAaHHLA >KypHala Ha
cepsepe facebook.com (@journal.nephrolog). Ha nan-
HOM pecypce ImyOIHKyIOTCs HOBOCTH JKypHasia, Kparkast
uH(OPMAIIUSI O HOBBIX MTyOIIMKAIHSIX.

A.B. Cmupnos (Canxm-Ilemepoype) (I 1asmwiii pe-
0aKkmop JHcypHana)

3akmouuTtenbHoe ¢jioBO «IlepcnekTHBBI Kyp-
Hajta “Hedponornsa” kak eIMHOro crnenHaJIH3H-
POBaHHOTO U31aHus A5 Hedpooros Poccum»

B cBoeM 3aKIIOYHMTENIHHOM CIIOBE IIABHBIN pelak-
Top XypHana mpod. A.B. CMUPHOB cOOOMIIII O TIep-
CIIEKTHBAX ypHaJa B MEXIyHapOIHOM HAay4YHOM IIpO-
crpaHcTBe. JKypHan mpoBen OOJBIIYIO IMOATOTOBKY,
HAaIPaBJICHHYI0 HAa HA4YaJI0 WHJCKCUPOBAHUS M3AaHUS
B TaKHUX MEXKAYHAPOAHBIX 0a3ax AaHHBIX, KaK Scopus
u Webof Science. [ToaroroBka sxypHaia BKIroYaa Kak
paboTy HaJ MOJUTHKON W3MaHsI, OOHOBIICHHE COCTa-
Ba pPeIaKIMOHHOMN KOJUIETUH 1 PEAAKLIMOHHOTO COBETA,
TakK W MPUBEJCHHUE IEYaTHON BEPCHU U caiTa )ypHaia
K MEXIyHapOIHbIM cTaHgapTam. [JIaBHBIA peaakTop
BbIpa3suJl YBEPCHHOCTL B TOM, YTO B HACTOAIICC BPEMsI
JKYPHAJI SIBJISICTCS] YHUKAJIBHBIM B CBOEM POZE U3IaHU-
eM B Poccum, mocBsieHHOM He(hpOITOrHIecKoil Hayke,
4T0, 6€3yCIOBHO, OUH 13 (DAKTOPOB, ACTAFOIINX KYP-
HaJl THTEPECHBIM JJIsl aBTOPOB U perieH3eHToB Poccun
U JPYTHX CTPaH.
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N.T1. TTABJTIOB B XN3HW N PYCCKOM NCKYCCTBE XX BEKA.

(K170-NTETWHO CO OHA POXOEHNA)

HayyHo-uccnepoBatenbckuii MIHCTUTYT Hedponorum Mepsoro CaHkT-MeTepOyprckoro rocyfapcTBEHHOr0 MeANLMHCKOrO YHMBEPCUTETa

M. akag. .M. Masnosa, CaHkT-MeTepbypr, Poccus

PEDEPAT

Pa6oTta nocesueHa 170-neTmio co oHsA poxaeHus Boligaowerocs duauonora W.MN. Nasnosa. OTpaxeHbl HEKOTOPbIE MOMEH-
Thbl €ro Hay4HOI AesTenbHOCTU 1 Buorpadumn. Ocoboe BHUMaHWe yaeneHo o6pasy V.M. MNMasnosa B Npon3BeaeHNSIX PYCCKNX

XYLLOXXHWUKOB U CKYJIbNTOPOB — COBPEMEHHUKOB YHEHOI 0.
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51 GBI, €CTh M OCTAHYCh PYCCKHM YEJIOBEKOM,
CBIHOM PO/IHHBI, €€ *KU3HbIO MPEXkKAE BCETO
HUHTEPECYIOCh, €€ HHTEPECaMU JKUBY,

€€ JOCTOMHCTBOM YKPETIUISIO CBOE TOCTOMHCTBO.

N.I1. ITaBnoB

26 centsiOpst 2019 r wucnomusercs 170 mer co
nHA poxaeHus MBana IlerpoBuua IlaBnoBa — BBI-
JAIOIIETOCS PYCCKOTO Y4YEHOTro-Qu3uojora, Jjay-
peara HoGenesckoii nmpemun. Ero nmeneMm Ha3BaHbI
yJIMLBI BO MHOTHX ropoaax Poccuu, ero ums HOCAT
HAy4YHO-HCCJICIOBATEIIbCKIE WHCTUTYTHl U Y4eOHBIC
3aBefeHMs, B ToM uucie u Ham llepswiii CaHKT-
[leTepOyprckuii  TOCYIApCTBEHHBIM MEIUIIMHCKUN
yHUBEpCcUTET. «OH M3YMHUTENIBHO LEIOCTHOE CYIIe-
*bepecnesa O.H. 197022, Poccust, Canxr-IlerepOypr, yi. JI. Tonctoro,
1. 17, xopnyc 54. Hayuno-ncclie1oBaTenbCKui MHCTUTYT Hedponoruu
ITeporo Cankt-IleTepOyprckoro rocyjapcTBEHHOTO MEAMIIMHCKOTO

ynuepcutera uM. akaj. VLI1. ITaBnosa. Texn.: +7(812)346-39-26; E-mail:
beresnevaolga@list.ru. ORCID: 0000-0002-7532-2405

CTBO, CO3/IAaHHOE MPUPOJION KaK ObI JJIs TIO3HAHUS Cca-
Moe cebs», — mucan o [1arnose A.M. [opbkuii, — «Ha-
y4Has IS TENbHOCTh COCTABIISIIA 111 HETO CMBICII Cy-
LIECTBOBAHUS Ha 3eMJIE, IOMIONIAJIa BCIO €ro )KU3Hb,
KOTOpasi CIIMBallach ¢ PabOTOM «J10 MOJHOH HEBO3-
MOXKHOCTU ux pazaenutsy» [1]. W.II. I1aBnoB cBOUM
TPYAOM 3aCIIy’KWJI BCEJICHCKYIO CJIaBy HE CTOJIBKO
cebe, CKOJIBKO cBoei PonuHe.

Kuznennsii myts W.11. [laBnoBa — myTh HOBaTopa
pycckoii puzmonoruu. B omHOM JHIle C yAMBHUTEIb-
HOW rapMOHHEN COYETAINCh YePThl OOraToil YenoBe-
YeCcKOW HaTyphl, MOJOOHYIO KOTOPOH TPYIHO HaWTH
cpeau APYruX TBOPLOB SKCIEPUMEHTAJIbHBIX HayK.
be3 mpeyBenuueHus MOXKHO CKa3aTb, YTO HUCTOPUS
€CTECTBO3HAHUS HE 3HAET BTOPOrO MpUMeEpa, Koraa

*Beresneva O.N. 197022, Russia, St. Petersburg, L. Tolstoy st., 17, build
54. Research Institute of Nephrology, Pavlov First Saint-Petersburg State
Medical University. Phone: +7(812)346-39-26; E-mail: beresnevaolga@
list.ru. ORCID: 0000-0002-7532-2405
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YUEHBIH CMOT 3aBEpIUUTH CBOIO JKM3Hb, KaK Obl HU
ObUla OHA TPOAOJDKMUTENIbHA, CO3AaHUEM HOBOW 00-
nactu Hayku. Otkpeiteie W.I1. T1aBnoBbIM B 3peioMm
BO3PAcTe 3aKOHBI OTHOCSTCS K SIBJICHUSAM ICHXHYE-
CKOM ’KM3HU )KMBOTHBIX M YEJIOBEKA, B MOUCKAX 00b-
SICHEHUH KOTOPBIX TEpIIeNH Heynadyy MHOTHE HCCIIe0-
Baresii. PU3MOII0rus 10NaBIOBCKOIO IEPHO/A B CBOUX
JKCIICPUMEHTAJIbHBIX padoTax CTOsIa JaJIeKO B CTOPO-
HE OT UCCIIeJOBaHMH IICUXUUYECKHX MPOLIECCOB, U JIaKe
MOCTAaHOBKA BOIPOCA O BO3MOXXKHOCTH €CTECTBEHHO-
Hay4YHOM TPAKTOBKM 3THX SIBJICHHH Ka3ajach HEBEPO-
SITHOM. Be3HaleXKHOCTh MOMCKA 3aKOHOB JYLICBHOU
JCATENIbHOCTH BBIPa3Wil OIMH M3 HEMELKHX ecTe-
cTBOMCHbITaTeNnel npouutoro croierust J.I. [{ro0ya-
Peiimon (1818-1896) cnemyromeit (hpasoii: «ignorabi-
mus» — «He OyJieM 3HaTb», IBbITasCh MOCTYAMPOBATH
MeTapU3MIECKYIO IPUPOAY NCUXUUYECKUX MPOLIECCOB
1 HEOCTYIHOCTD JUIS Hay4dHOTO MO3HAHUS TeX sBIIe-
HU, KOTOpbIE MPOTEKAIOT B XMBOTHOM OpraHHU3Me
BBIIIIE YPOBHSI CIIMHHOTO Mo3ra [2].

WL.II. [TaBnoB mocTaBUjI HA HAYYHYIO OCHOBY y4Ye-
HUE O HEPBHOM PEryjsilMd OCHOBHBIX MPOLIECCOB
KMBOTHOTO OpraHM3Ma, CO3/1aB HAayKy O BBICIICH
HEPBHOW AEATENILHOCTH. TepMUH «BBICIIAs HEpBHAs
NS TEIbHOCTEY OB TAKXKe BIIEPBBIC BBEICH B HAYKY
W.II. TlaBnOBBIM, CYMTABUIMM €r0 SKBHBAJICHTHBIM
MOHATHIO «IICUXHYECKas AeATeNlbHOCThY. Bee dop-
MBI TICHXMYECKOH aKTUBHOCTH, BKJIIOYAsl MBIIUICHUE
U co3HaHue uyenoseka, M.I1. I1aBnoB cuuran sneMeH-
TaMU BBICIIEH HEPBHOMN JEATENBHOCTH. DTO IPaHIM-
03HOE 10 CBOEMY 3HAYCHHUIO IBI)KEHHE HAYKH BIICPE/]
MIPOM30LIIO Oarofapsi TpyaaM pycckoro ¢usnosuora
B JIOCTaTOUYHO KOPOTKHM cpok — Bcero 15-20 ner. B
MIPOILIOM OBUIO HEMAJIO BBIJAIOLIUXCS YUCHBIX, YbH
ycIexu Aaxke B OJHOH ompeneleHHON 00JacTH Hay-
K1 OBIITM IPU3HAHBI OOILIECTBOM, B JIy4LIEM CIydae, K
KOHILY X ’KM3HH, a KaK IPABUJIO — TOJILKO TIOCMEPTHO.
Wsan IlerpoBud aBaxkabl B )KU3HU ObLI CBUAETENIEM
MIPU3HAHMSL PE3YbTAaTOB CBOCH HAy4YHOW JAEATENbHO-
ctu. W.I1. I1aBnoB cTan ocHOBaTeNneM JIByX pa3leioB
(U3MONOTHN — MUILEBApEHHUS M TOJOBHOTO MO3ra,
CBITPABILHUX U MPOJOJKAIOIIUX UTPAaTh BBIJAIOILYIOCS
POJIb B TEOPUM U MPAKTUKE MEAWLUHBI, OMOJIOTHH U
NCUX0JIOTUH. 30510TOH (POHT PAKTOB, yCTAHOBICHHBIX
UM TIpH U3YUYECHHUH KUBOTHOTO OpraHu3Ma, mpuoope
TaKXXe MIEPBOCTEIICHHOE 3HAYCHUE AJISl AaJIbHEHIIIEro
pasButus ecrectBo3Hanus [3]. OnuH W3 KpymHeEu-
mux ¢puznonoroB XX Beka, KeMOPHKCKUI mpodec-
cop xozed bapkpodT B mpeauciIoBUN K pyccKOMY
nepeBoay cBoel KHUru «OCHOBHBIEC YepPThl apXHUTEK-
TypsI usnonorndeckux GyHkmum» (1937) nHanucan
cienyromue cinoBa: «Benuk nonr MupoBoi ¢usno-
JIOTUU TIepel pycckoil Haykod. TakoBO ollyllIeHHE,
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KOTOPOE€ PYKOBOJIUT MOUM CO3HAHHEM, KOT/Ia 5 TTUIILY
HACTOSIIIME CTPOKH B HAEKIE, YTO COBETCKUE OMO-
JIOTH MOTYT HaWTH KPYIHILy [EHHOTO O] O0I0KKON
ATON KHHTH. Sl CIMIIKOM XOpOIIO OTAar cede OT4eT
B TOM, YTO MOW HEOONBIIONW Tpyd HE B COCTOSHUU
CKOJIBKO-HHOY/Th 3aMETHO YMEHBIIUTH JONT, HO MHE
XOTEJIOCh OBl yMaTh, YTO OH COCTABUT HEUTO BPOJIES
“CHMBOJIMYECKOTO IJIaTexka’, Kak MPU3HAHUE TOrO,
YTO MBI IOIDKHBD [4]. DTH ciioBa gu3uosora Bemmko-
OpWTaHWY BBIpa)Kalld MPU3HAHUE POJIH PYCCKOH (pu-
3MOJIOTHYECKOH HIKOJIBI, KOTOPOE Pa3eIisiiIi v IPyTHe
¢usunonorn mupa. Tpyner W.I1. [1aBnoBa mo ¢usmo-
JIOTHH TTUIIeBapeHns ObuTH ynocToeHbl HobeneBckoit
npemun B 1904 rogy. K atomy Bpemenu MBany Ile-
TPOBUYY ObLIO 55 j1eT. DTO OB MACTUCTBIN YUCHBIH.
OpHako Tpems ToJaMy paHbIlle OH Hadall Kak Obl BCe
3aHOBO, PUCTYIUB K N3YYSHHUIO ()YHKIIUU TOJIOBHOTO
Mo3ra. B mocneanuii nepuon coeit xu3Hu IlaBios
OBLT TIOTVIONICH HJISIMU B HOBOW JUIS HETO 001acTh
HayKHd — WCCIICJIOBAHUS TAaTOJOTHYECKON (U3NOII0-
TUH YeJIOBeKa, B YACTHOCTH TICUXUYECKUX ero 3a00-
neBanuil. W.I1. [1aBnoB co3aa sKCIEpUMEHTAIbHYIO
HAYYHYIO IIIKOJY: HECKOJIBKO COT HETIOCPEICTBEHHBIX
YYEHUKOB (TOJIBKO 110 YCIOBHBIM pediekcaM IpH ero
JTUYHOM y4acTuu padoramu 200 HaydHBIX COTPYIHH-
KOB), THICSIYM TIOCTIe/IOBATENel — HAyYHBIX BHYKOB U
MIPaBHYKOB — «IIABIIOBIIEBY, SKCIIEPUMEHTATOPOB HO-
BOro Thma. «MBbI )XKMBEM B TaKOoe BpeMs, KOT/a elle
cBexu BocriomuHanusi o0 M.I1. TlaBnoBe, korma Bce
MMUCHMEHHBIE JIOKYMEHTBI O €ro KH3HH MOTYT OBITh
OIIEHEHBI MHOTUMH Yepe3 MPHU3MY JIMIHOTO BOCIIPHS-
THS €TO0 U3YMHUTEIBHBIX JIep3aHMid B HAyKe U ero Ore-
CTSIIUX BBICKAa3bIBAHUI Ha J1a0OpPATOPHBIX Cpefax, —
mucan I1.K. AHoxuH, — 1 MHE Bcerga Kazajlochk, 9TO
HAaIl JIOJT, TOJT y4eHukoB [laBnoBa, 3akirtodaeTcs B
TOM, YTOOBI HE MOTEPSATh UCTUHHOTO MHOTOKPACOY-
HOTO OOJHMKa ATOTO 3aMeuUaTelbHOTO YellOBeKa IS
UCTOpHH HayKu. Bce ckazaHHOE ¢ OYeBHTHOCTHIO JI0-
Ka3bIBaeT, HICTUHHAS U OKOHYATeNbHAs Hay4Has OMo-
rpacus W.I1. [TaBnoBa momkHa cTaTh B KOHIIE KOHIIOB
KOJUIEKTUBHBIM TPYIOM €ro YYEHUKOBY [5].

Bces nayunas pestensHocts W.II. IlaBnoBa cBs-
3aHa C HAIlUM TOPOJIOM, HO pOIWics OH B Ps3aHu
B 1849 rony B cembe cBsieHHUKA. Heckonbko mo-
KOJICHH €T0 TPEIKOB CIYXHIHU IEepPKBU. ITO ObLIN
«..HUW3IIHE YJICHBI IIEPKOBHOTO TIPUYTA, TO €CTh
BCE IbAYKMU Ja moHoMmapw», — nucan W.II. IlaBios
B cBoeil aproOmorpadum. Cremyer OTMETHTh, YTO
pomocnoBHass ceMbu [laBNOBBIX XapakTepHa st
OOJBIIMHCTBA TPEJCTABUTENCH CPEHETO PYCCKOrO
nyxoeHcTBa XIX B. ITo yTBepAMBIIMMCS TpaauLU-
M CITy’)KUTEJIeH IEepKBH TpeAHa3HaYaTh CBOUM ChI-
HOBBSIM TOJILKO JYXOBHYIO Kapbepy MPEAKH JIF000ro
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CBSIILICHHNKA HEN30€KHO OKa3bIBAIHCH LIEPKOBHBIMH
CIly’KUTEJISIMA TOrO MM uHOro panra. CoOmonanu
U JIpYTyI0 HE MEHEe MPOYHYIO TPaIULHI0 — KCHUTb
CBIHOBEH IICPKOBHHKOB TOJILKO Ha J0YEpsiX LEPKOB-
HuKoB. CeMbs 11aBIOBBIX cie0Bata TOMy 00bIYAL0.
I'maBa cembu, oren UBana IlerpoBuua, Ilerp [laBnos
ponuics B 1823 rony B ceMbe Absiuka cena Kpupomno-
nsHbe PanHEeHOYprekoro yesna Ps3anckoil ryoepHUH.
JOIKHOCTD Abs4YKa ObUIa BTOPOPA3PSAHON, HO CEJIO
CJIABWJIOCH TOPTOBJICH, IPUXOA LEPKBH cuuTaics 60-
ratelM M MO CPaBHEHUIO C OPYTUMH CellaMM JaBal
obecrieueHHOE cyuiecTBoBaHue. OmHAKO OOJBILON
CeMbe CPEJICTB HE XBaTaJl0, IOATOMY OCHOBHBIM MPO-
MBICJIOM Uil 00ECIICUEHUSI CeMbU OBUIM OTOPOJHbIE
pabotel. Orenr MBana IlerpoBuya wnHTEpecoBaics
cBoel poaocioBHOH. OH yCTaHOBWJI INPEEMCTBEH-
HOCTB OT OJTHOTO Tpe/iKa K IpyroMy, BIUIOTb JI0 Kpe-
noctHoro 6ecdammibHoro myxuka IlaBna, KoTOpbIit
u aan Havyauo ¢pamuauu [laBnossix. Coin [1aBna yxe
nMen hamumio, 3to 0bi1 Mokelt [1aBroB — mepBIid
Hocutenb (pamunun IlaBnoBeix. CeiH Mokest — Ap-
xurl [1aBoB ci1y>KH1 TOHOMapeM B CENTbCKOM LIEPKBH,
a celH Apxuna — Imutpuii, nex VBana IletpoBuua,
Obul IbsiukoM 1IepkBU B cene Kpusonomsiaee. [en
W.II. TlaBnoBa fan CBOMM CBIHOBBSIM CEMHHApPCKOE
obpazoBanue. Bce Tpu chlHA OKOHYMIIM JTyXOBHYIO
cemunaputo. Orterr MiBana [lerpoBruua moOwmit 9yurarth
KHUTH 1 JIIOOOBB K YTEHHIO IPUBUJII CBOMM JETSM. DTO
OBUIO HE MPOCTO YTEHHE ISl Pa3BICUCHUS, 3TO OBLIO
JieNIoBoe oTHOLIeHHe K kHure. [lonHyro nmpoTtuBomo-
JIO)KHOCTB OTILy CEMEHCTBa, KaK OIIOTY CIIOKOMCTBHS
1 yPaBHOBELICHHOCTH, Npe/CTaBIsIa MaTh Bapsapa
WBanoBHa. BeIlifs U3 ceMbH PSA3aHCKOTO CBSILEHHH-
Ka, OHa pocJyia B TO Bpems, Korna B Poccun cunranu
elle HEHY)KHBIM JaBaTb 0Opa3OBaHHE [ECBYILIKAM.
Nmenno nostomy BapBapa VBaHoBHaA He momyuduiia
obpazoBanus. Marp W.I1. [laBnoBa oTnuyanach Be-
cenbIM xapakrepoM. Ilepuoandecku oHa mposBiIsiia
Pa3npaXKUTENbHOCTb, KOTOpask B 3pEJIOM BO3pacTe
nepepacTajiia B HEOOBIYaliHYIO0 BCHBUIBMMBOCTb, JO-
XOJSIYI0 4acTo 10 ucctymieHus. [Ipuannoii stomy
ObUIO HEPBHOE PacCcTPOICTBO, pa3BUBILIEECS Y HEe B
pesynbprate HepBbIX Tpex ponoB. OHako mpH Beeit
CBOEH HEPBO3HOCTH U HeocTaTKe o0pazoBanus Bap-
Bapa lIBaHOBHA AyIIM HE Yasiia B CBOMX CHIHOBBSIX.
Otenr VMBana IlerpoBrya meuTanm O TOM, YTOOBI
CBIH NOCBATHI ceds uepksu. [lonauany cyns0a VBa-
Ha [laBnoBa Tak u cknagsiBanack. B1860 rony B B0o3-
pacre 11 jeT OH MOCTYIWII B LEPKOBHOE MTPUXOJCKOE
YUMIIMLIE, @ TTOCIIE €r0 OKOHYAaHUS — B MECTHYIO Y-
XOBHYIO CEMHHAPHIO, KOTOPYIO BIIOCJIEACTBUH BCIIO-
MUHaJ ¢ OnarogapHocThio. «Boobie B cemuHapuu
TOrO BPEMEHH (HE 3HaI0, YTO MOTOM) OBLIO TO, YEro

TaK HEJOCTABaJ0 NCYAJBHOW ITaMSITH TOJICTOBCKHUM
TUMHA3UsAM (M TETIEPEITHAM, KaXKeTCsl, TOKE) — BO3-
MOXKHOCTb CJIEOBaTh WHAUBUAYAJbHBIM YMCTBEH-
HBIM Bj€YeHHSIM. MOXHO OBLIO OBITH IUIOXHUM IIO
OJTHOMY IIPEIMETY, BBIABUTATHCS MO-IPYTrOMY — U 3TO
HE TOJIBKO HE YIpOXKajo BaM KaKWMH- JINOO HEMpH-
STHOCTSIMU J0 YBOJBHEHHUSI BKJIOUMTEJIBHO, a JaKe
MIPHUBIIEKATIO K BAM 0COOCHHOE BHIMAaHHWE: HE TaTaHT
mu?y» [6].

W.I1. [1aBnoB moOun Psi3ans, 11001 ee Tiry0OKuM
YyBCTBOM PYCCKOTO 4enoBeka. [yt Hero oHa Obuia
CHUMBOJIOM OIHOM M3 CAMbIX 3aMEUaTENIbHbIX CTPaHUI]
ucropun apesHeit Poccun. Ocobenno nopor MBany
IlerpoBuuy B Ps3anu ObUT JOMUK, B KOTOPOM OH TIPO-
BeJI IepBbIC MATHAIATH JIET CBOCH ®KU3HU (pHc. 1).

[lo BHemHEMY BHJy JOMUK IPEICTABISLT COOO
THUTI CTAaHJAPTHBIX CTPOSHUH, KOTOPBIMHU OBLITH OOTaTHI
pYCCKHE MPOBUHLHUAIBHBIE TOPOJA B CEPEIUHE MPO-
LUIOTO CTOJICTUS: PE3HBIC NIEPEBSHHBIC YKpaILICHMUS,
oOpamIIsIole OKHA, IBEPU U KPBIITY ¥ HEM3MEHHAs
HU3CHbKAasi HAACTPOMKa HaJ JOMOM, IOJYy4YHBIIAs
Ha3BaHUE «CBETEJKW» — MpeAMET 0COOEHHOTO BHH-
Manus M.I1. T1aBnoBa. B 3Tolf MaJlcHBKOM CBETEIIKE
OH MPOBEN JIETCTBO, MEPEKUI MEPUOJ FOHOIIECKUX
yBIIEUCHUH, TpuBennnx ero B [letrepOyprckuit yHU-
BEPCUTET, U YK€ Yepe3 MHOTO JACCSTKOB JIET, 3a He-
CKOJIBKO MECSLIEB 10 CMEPTH, OH IPHILIET CIO/a XK€,
B 3Ty MaJICHBKYI0 KOMHATKY, YTOOBI elle pa3 mepe-
JKUTh KapTUHBI JaJIeKOro mpouuioro. B stom gomu-
K€, KaK OH CaM FOBOPHIJI, «BUEPHE» HAMETUJIACH €ro
JKU3HB. DTOT JOMHK OBUT KOJBIOENBIO €r0 TITyOOKOH
TOOBH K POAMHE, 3/1€Ch 3aPOAMIUCH UCTOKH €ro Ipe-
JAHHOCTHU POAHOM 3eMJIe, €r0 YIOPHOro CTPEMIICHUS
BO3BEJINYUTH €€ CBOMMU TpyAaMu. OUeHb TOUHO BbI-
pasui Jr000Bb K POJTHOMY TOPOY, €TO ACPEBIHHBIM
JIOMHKaM B CBOEM CTHUXOTBOPEHUH JIPYrOd ypOsKEHeL
Psazann — C. Ecennn:

«Hwu3kmit oM ¢ ToyOBIMHU CTaBHSIMH,

He 3a0BITh MHE TeO0s, HUKOTJIA, —

CHHIIKOM OBLIM TaKMMH HETaBHUMU

OT3BYYaBLIME B CyMPAaK rofa.

I[O CEroaHsA €1Ie MHEC CHUTCS HANIC I10JIC, nyra uJjec,

IIpuHaKpbIThIE CEPEHBKUM CUTLIEM

STHX CEBEPHBIX OCTHBIX HEOEC.

IHoctynienne B 1870-m romy B IlerepOyprckuit
YHUBEPCUTET Ha €CTECTBEHHOE OTAeNieHHe (hHU3HUKO-
MareMaTHueckoro (¢axyipreta Uil  CEeMHHapH-
cra W.II. IlaBnoBa OBIIO TIOBOPOTHBIM MOMEHTOM.
WL.I1. [aBioB u30past miaBHOW CHENUANbHOCTBIO (Qu-
3MOJIOTHIO JKUBOTHBEIX M J00aBOYHOM — XuUMHIO. OH
CTaHOBWJICS Ha MyTh OCYIIECTBICHUS CBOMX KH3HEH-
HBIX MJICAJIOB, €T0 HAJIEK/a CTaTh B PSIIbI TEPEIOBBIX
moneit Poccnn nemanacek peansHoil. CeMuHapus nana
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W.II. TlaBnoBy HEyIOBIETBOPEHHOCTh MAaTpUAPXallb-
HBIM OBITOM. Y HEro BO3HHUKJIO CTPEMIJIEHHE K H3y4e-
HUIO TIPUPOABI YEIOBEKa, paB/a, elic HEe HaIOJHEH-
HOE TEM KOHKPETHBIM >KU3HCHHBIM COJCPIKaHHEM,
KOTOPOE MOIJIO ObI MEUTHI IEPEBECTH B JCHCTBUTEIIb-
HocTh. OIHO NIeNI0 — HEOINPEAETICHHOE CTPEeMJICHHUE
3aHUMATbCsl €CTECTBO3HAHUEM, JIPYroe JeJ0 — KOH-
KpETHBIN MyTb, ONHBIN Tpyaa. Hukakoe crpemienue
K HayKe HUKOTJa HE JacT ycliexa B KH3HHU, €CJIM OHO
HE YKpEIJICHO MOBCEIHEBHOW paboTOM, HarpsKeH-
HBIM TPYAOM M H300peTarenpHOCThIO0. Bee atn Kaue-
ctBa M.II. ITaBnoB pa3Bui B yHuBepcurere [3].

W.I1. TTaBnoOB B Ka4eCTBE CTYI€HTa-ECTECTBEHHUKA
cTan paborath B (PU3MOIOTMUYECKOW J1abopaTopuu
YHHMBEPCHUTETA, IJie BeJaach padoTa B Pa3IMyYHBIX OT-
nenax (pU3MOIOrHH U TUCTOJIOTHH O/ PYKOBOJICTBOM
npodeccopa @.B. OBcssHHUKOBA. B maboparopun Tak-
K€ BBIMOJHSITN MCCIICA0BaHUS B 001aCTH NMUIIEBapH-
TEeNBHBIX kene3. Hago oTMeTuTs, 4To B TOT mepuof,
rxorna W.II. I1aBnoB mpoBomui CBOM dKCHEPUMEHTHI
[0 HEPBHOHN peryasiuuu (QyHKUUU MOMKETyI0YHOM
JKeJie3bl, 3aKOHYMJ CBOIO paldoTy MO HHHEPBALUH
MO/DKETYIOUHON Jkene3bl cryneHt JlebeneB. Pabora
JleGeneBa OTHOCHTCS K YMCITy 3a0BITBIX: HA HEE HET
CCBUIKM XK€ B TIOJIHOW CBOJKE paboT mo ¢u3noIo-
UM THIIEBapUTEeNbHBIX kene3 b.baOkuna. OmHako
nmeHHo JlebeneB mepBbIM OKa3aj, 4TO CUMIaTH4e-
CKHI1 HEPB SIBIISICTCS CEKPETOPHBIM JIJIsI OAXKETY104-
HOM JKeJe3bl. JTa UCTOPUUECKAs ACTalb yKa3blBaeT
Ha TO, yTo MBan [laBnoB B mabopatopuu yHUBeEp-
cUTeTa HayaJl CBOM paboThl HE HA MycToM MecTe. B
YHUBEpPCUTETE OYIyIINi BETUKUH YICHBIN HMET BO3-
MOXHOCTb O3HAKOMHTBHCSI CO BCEMH HarpaBJICHUSMH
pabort pycckux ¢puznonoros. OrpoMHOE BIieUaTICHUE
Ha CTYACHTOB-(HU3HOJIOTOB B TO BPEMS MPOM3BOANII
mpoeccop U.®D. [uon. OcobenHo nmopakana yueHH-
KOB €ro apTUCTHYECKas CHOCOOHOCTh CTaBUTh OIbI-
Tl. [lon pyxoBonctBom U.®. [Muona Msan I[laBnos
czenain nepByto (uznonoruyeckyro padoty, U OH 3a-
MTOMHHJI CBOETO YUHUTEJSI Ha BCIO )KU3Hb.

[Tozxe (B 1875 romy), yKe MONYy4HUB CTENICHD KaH-
JUiaTa eCTeCTBeHHBIX Hayk, M.I1. [TaBnoB moctymnmn
Ha III xypc mMenmko-xupypruueckoi akaaemuu. OH
XOTeJN BIOCJEICTBHUHU, UMESI CTETIEHb JIOKTOpa MEIu-
LIWHBL, CcTaTh mpodeccopoM Kadeapsl (GHU3UOIOTHH.
[lepexons B akamemwuro, W.I1. IlaBnoB momkeH ObLT
paborare accuctentoMm y U.®. Ilnona, HO TOrO M3-
THAJM U3 akaJgeMuu. MHorue rofpl (10 MOTydeHHs
npodeccyps) UBan IlerpoBud mpopaboran B 1abo-
paropun npu kimHuke C.I1. borknna. Tonbko Ha 41-M
rony ku3Hu VL.II. IlaBmoB momyumsn cOOCTBEHHYIO
n1a0opaTopHIo U TeNepb Jake HE OJHO, a Cpasy JiBa
MecTa: npodeccopa (papMaxkoIOruu (BIOCICACTBUH
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¢uznonornn) B BoeHHO-MeIMIIMHCKON aKaleMHH H
3aBEAYIOIIEro (PU3HONIOTHYECKUM oTesioM B VHCTH-
TyTE SKCIEPUMEHTAILHON MEANLIUHBI.

N.I1. I1aBrioB cTan NponoBEIHUKOM dKCIEPUMEH-
TaJBbHOTO METoAa B o0MacTu MeauuuHbl: «TOJbKO
IO Yepe3 OroHb SKCHEPUMEHTA, BCA MEAULMHA
CTaHET TEM, YTO JOJKHA OBITh, TO €CTh CO3HATEIIb-
HOH, a CJIe0BaTeJIbHO, BCErZa M BIIOJHE LEJIECO0-
OpasHo paeicTByromei...» [7]. Kpome Toro, umMmeHHO
WBan [lerpoBrd BBed B IPAKTUKY (PU3HUOIOTHUECKUX
UCCIIEIOBAaHUM XPOHUYECKHUE HKCIIEPUMEHTHI KaK Ha
MHTAKTHBIX )KUBOTHBIX, TAK M HA >KUBOTHBIX, ITPOOIIE-
PHUPOBAHHBIX U IPOKUBIINX [TOCIIE OTIEPaLiU ONpe/ie-
neHHoe BpeMs. OH 3aHUMaeTCsl pa3paboTKONH HOBBIX
METOJOB HCCIIECJOBAHUS MOMKETYIOYHON KeJe3bl U
MyOJHMKyeT pe3yJbTaThl CBOMX M3BICKAHHWH MO HAJo-
JKCHUIO MOCTOSHHON (DUCTYJBI MOIKETYIOYHOH Ke-
ne3bl. A.®D. Camoiinos, onuH u3 yueHukos M.I1. [1aB-
JIOBa, B PEYH, IMOCBSIICHHOW 75-TETHEMY OOHIICIO
WBan IlerpoBuya, roBopmi: «S Obul cBHIETENEM
Pa3paboTKH Olepaly TaK Ha3bIBAEMOI'O MaJCHBKOTO
Kemyzka. Sl mOMHIO, KaKk 04apoBasla MEHSI CMEJNOCTb
u Bepa M.I1. B npaBWIBHOCTD 3a{lyMaHHOTO MM OIle-
paunoHHoro riaHa. Ha mepBbIx mopax omnepamnus He
yaaBasiach, OblI0 3aryoieHo okosio 30 GoibIIuX co-
0ak, ObLJIO 3aTpaueHo 0e3 pe3ynbTara MHOTO TPYIOB,
MHOTO BPEMEHH, OYTH MOJIT0/1a, U MAJIOAYILIHBIC yKE
Tepsiiiu OoapocTh. MHE MPUITIOMUHAETCS, YTO HEKO-
TOpbIe Mpodeccopa pOACTBEHHBIX (U3HOJIIOTHH AMC-
LUIUIMH YTBEPKIQJIM, YTO 3Ta ONEpalus HE MOXKET
U He OyAeT UMeTh ycrexa, HOTOMY 4TO PacHojokKe-
HHE KPOBEHOCHBIX COCYZIOB JKEIIy/IKa MPOTUBOPEUHT
unee omnepauuu. Han Takumu 3asBnenusimu VBan
[lerpoBrdY cMesICs M XOXOTal TaK, KaK YMEET XOXO-
Tarhb ToNbKo ofuH VBaH IleTpoBuu: emie HECKOIBKO
YCHIIMH — M oTleparnus crajia yaaBatecs» [7]. Pabora
W.I1. [1aBnoBa B obnacTu (PU3HOIOTUN THIIEBAPESHUS
u Obima ormeueHa B 1904 romy mpemmueit HoGens.
W.I1. T1aByioB OBIT €AMHCTBEHHBIM B TO BpeMs HOOe-
JIEBCKUM JiaypeaToM cpenu ydeHslx Poccum. Iozxe
ee moury4du emie oauH pycckuii — .M. Mednnkos (B
1908 roay). Mup mpusnan W.I1. [laBnoBa Benmukum
¢uznonorom. Crynentsl KeMOpumaKCKOro yHuBepcu-
TeTa, paHee npenoaHecmue Y. JlapBuHy urpyieu-
Hy[0 00e3bsiHy, nofgapuiu M.I1. TlaBmoBy wurpyied-
HYI0 cO0auKy C MHOTOYHCICHHBIMU (PUCTYIbHBIMU
TpyOKaMH BO BpeMsl IPUCYKACHUS €My CTETEHH IO-
yeTHOro okropa KemOpukckoro yuusepcurera.

W.II. TlaBnoB cuMTan CBOK >KM3Hb YHABILEKCA.
B cBoux BocmoMHMHAHMAX OH OTMeHall: «S MOIMydnI
BBICLIEE, YTO MOXHO TPeOOBATh OT KU3HH, — TIOJHOE
OIpaBJaHue TeX MPUHIMIIOB, C KOTOPHIM BCTYNWI B
JKU3Hb. MeuTall HaliTH paloCTh )KU3HHA B YMCTBEHHON
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pabore, B HayKe — M HAIlIeJI, M HAXOXKy ero Tam. Mckan
B TOBApHILH XHU3HHU TOJBKO XOPOIIETO YelIOoBeKa — U
Hamesn ero B Moeid xeHe Cepadume Bacunbeshe,
ypoxaeHHOH KapueBckoil, TepnenuBo NEPEeHOCUB-
1Ield HEB3ro[bl HAIEro JONpodeccCOpPCKOro KUThS,
BCEI/Ia OXpaHsBILEH MOE Hay4YHOE CTPEMIICHUE U OKa-
3aBLICHCS CTOJIb K€ MPEIaHHON Ha BCIO JKHU3Hb Ha-
IIei cembe, Kak s — nabopatopum» [6]. MBan [1aBnos
MTO3HAKOMUJICS CO cBOeH Oymymieii skenoit Capoii (Tak
ee 3BaiM JoMarrane) B koHIe 1870-x rogos (puc. 2).
Cepauma BacuibeBHa NpHBIEK/Ia €ro BHUMaHHE
BocTOp>KeHHBIM BocnpusitueM Lllekcniupa. MBan [1aB-
JIOB TO)Ke OBIJT OOJBIIMM MOYMTATENEM TBOPYECTBA
[lexcnupa. Ha 3Toif mouBe oHM U couuIuchk. VBaH
[leTpoBrdY OBLT HEYEMHBIH U TOPSTYHUN CTIOPIIUK, ITPH-
4YeM OH ObIJI OYEHb HAXOJUUB, — BCIOMHHAJA IOTOM
xeHa yuenoro. B nucemax k Cepadume W.I1. I1aBrnos
H3JI0KIIT KIIPOTPAMMY» CBOEH >KHU3HU U OyayIiei Ha-
YUHOMW AEATENBHOCTH.

Ero mocnanus npeacTaBisuii CBOETO poja ra3ery
B MMChbMaXx, KOTOpasi CHauasa BHIXO/IMIIA [10]] Ha3BaHU-
em «lTomancs», a 3areM — «HyHBI 1€71a TBOH, TOCTIO-
m». Kaxknas «raseray coctosiia u3 00JIbIION CTaThy,
(denbeToHa, mbechl M Aaxe oObsBieHMH. OAHO U3
Hux racuio: «IlorepsiHo cepale, Hame AN MOKET
nonyuuth ronoBuny (M.I1.)». [eno muto x cBagsoe.
Onnako ponutenu MBana IlerpoBuua He omoOpsiin
ero Opaka ¢ KypcucTkoh-Oecmpunanuuuei. Orer,
PSI3aHCKMI CBSIIEHHHK, HE Of0OPSI M TO, YTO CHIH
nouies B HayKy. Mare BapBapa MBaHoBHa, nymiu He
yasBias B VBaHe, cBoeM IepBeHLle, HAlllIa eMy He-
BECTY C XOpOLIMM NpHIaHHBIM. Ho CcBIH okazancs
HEYMOJIUM, OH MeYTaJl TOJILKO O Opake 1o JIIoOBH
1 XOTEeJ HAaWTH B XEHE Apyra, CllOCOOHOrO IOMOYb
B CaMOYCOBEPIUICHCTBOBAHUM. |pHILATHICTHEMY
WL.II. TTaBnoBy Ka3ajioCh, UTO €r0 XapaKTep CIOKUIICS
1 Hayajl «KOCTEHETb». B muceMe K ABaguaTHIICTHEH
HeBecte Cape oH mmcan: «Bor mouemy Tak kper-
KO JIp)Kych 3a TeOs MOMM cepAueM U Mblcauio. He
OoJibllIe JIM U3MEHIOCh U CaM B XOPOILYIO CTOPOHY,
nuMesl IPUATENEM, KeHOM OJIM3KOro YenoBeKa, KOTo-
POMY TIPEJICTOUT €Ille Takoe OObIIoe pa3BuTHEY [8].
CBanpba cocrosmack. O0a cympyra o4eHb JHOOMIH
JpyT Opyra, HO OKa3aJluCh K CEMEMHOW >KH3HU He-
MOATOTOBICHHBIMA. OHHM 3aKJIIOYMIIM COIVIAIICHHE:
HUYTO HE JOJDKHO OTBiekarh MBana IlerpoBuua ot
Hay4HOI pa®oTsl. [0cTell mpuHUMATh TOJIBKO TIO CYyO-
00TaM, a CAMUM BBIXOIUTb «B JIIOAN) — HA KOHIIEPTHI,
B Tearpbl, B TOCTU — TOJILKO N0 BOCKpEeceHbsM. Bce
ocTajbHOE BpeMsl — Hay4Hble 3aHATHA. [lepBoe Bpe-
M$l CyNPYIH JKWJIM O4Y€Hb CKPOMHO, €CJIM HE CKa3aTh
OexHo. JleHer He XBaTano Jake Ha MOCYLy U MEOCIb.
Tonbko M00GOBE CIyXHJla JEKaPCTBOM OT OBITOBBIX

HeB3rof. OHAaKO CIIOKOMHOTO CEMEHHOTO CUacThsl He
MOJYyYMIIOCh. YMEp HX NepBeHel. Mabuuk poauiics
3I0POBBIM U HUYTO HE npeasemano oeasl. Bo Bpems
ormycka M.II. I1aBnoB oTapIxan BMecTe ¢ ceMbeil B
JIepeBHE, a KOrza yexall, uepe3 HEeCKOJIbKO JHEH pe-
Oenok 3abonen u ymep. W.11. [TaBnoB BuHMI BO BceM
cebs. Beprysuucs B [letepOypr, Capa Tsokeno nepe-
xwuBaja norepto. Ilasnos obparuncs k C.I1. borku-
HY, CBOEMY YUMTEIIO ¥ IIOKPOBUTEIO, ¥ TOT BHUICUNIT
’KeHy ydyeHoro. Ha crnenyromuii rog oHu ¢ 5KEHOH OT-
NPaBWINCH 32 TPaHMIly — [0 HAay4YHbIM jaenam VBa-
Ha [lerpoBnya. B bpecnasne B okTsiope 1884 roma
y IlaBnoBbIX ponuicst cblH Branumup. Beero xe y
[laBnoBa ObuTO weTBepo nereii: Bmagmmmup, Bepa,
Buxtop u BeeBonoa. Boobe, ncropust xu3nu Hsa-
Ha [lerpoBuua IlaBnoBa — 3TO pacckas HE TOJIBKO O
Hay4YHOH JeITEIbHOCTH, HO U 0 ceMbe. B cembe OH He
M03BOJISLI ce0e HEe M3JIMILIHEH TOPIYHOCTH, HU PE3KUX
BBIPOKCHMH, 4eM Tpewns Ha padore. Cembs oMo-
rajia eMy IpeojioieBaTh BCE KU3HEHHBIC HEB3TOABI U
Ciry>keOHBIC HEYPSAIHLIBI, CITYKMJIa HAJICKHBIM THUIIOM
B *KU3HEHHOH Oopboe [3].

OnHako HE TOJIBKO YYEHUKH M COPATHUKH OCTa-
Buin HaM BocrioMuHanusi o W.II. IlaBnose. Ero o6-
pa3 Halesn OTpaKeHUE U B MPOM3BEICHUSIX PYCCKUX
XyAOKHUKOB M CKYJIBITOPOB, KOTOPbIE JINUHO OBIIH
3HAaKOMBbI C BbIaommMMcsl ¢usuonorom. Kakum xe
BUJCIM YUYCHOTO €ro TBOPUYECKHE COBPEMEHHUKH,
kakue rpanu xapakrepa W.II. [1aBnoBa packpeiBatoT
nepes HaMu UX POU3BEACHUs?

CaMBIMM HM3BECTHBIMHU SBIISIIOTCS TTOPTPETHI,
HanucanHele M.B. HectepoBbim. IlepBas BcTpeua
W.II. TTaBnoBa u M.B. Hecrepona npousonnia B 1930
rojly Ha KBapTHpe y4eHoro Ha BacunbeBckoM ocTpo-
Be. B cBOMX BOCIIOMMHAHUSIX XyAOKHUK OTMeda: « 5
ObUI cpa3y MM HOKOPEH, IOKOPEH HaBceraa... VBan
[lerpoBrud ObLT JOHENB3 CaMOOBITEH, HENOCPE.-
cTBeH. DTOT cTapuk 81 roma ObLT “cam 1o cede” — u
3TO “cam mo cebe” OBUIO HACTONBKO YapyloIle, YTo
BO MHE MCY€e3 CTpax Hepes Heylaue, 0cTanach JIUIIb
HEYTOMOHHas JKakJa HallcaTh 3TOr0 AUBHOTO CTap-
na» [9]. Bo Bpemsi paboThl HaJ MOPTPETOM Iepen
M.B. HectepoBbIM MOCTENEHHO PACKPBIBAJICS XapakK-
Tep y4eHoro, 1 oH nucan csoeil jouepu O. Hlperep,
yto o W.I1. ITaBnoBa HannoMuHaeT eMy B KaKHe-TO
momenTsl o JI.H. Tosxcroro.

Ha nmepBom mopTpere XynoxXHHMK H300pa3ui yue-
HOTO 3a YTEHHWEM KHHMI'H Ha Teppace noma B Konry-
max (puc. 3). Bansan UBana IletpoBuda cocpenoro-
YeH, CKBO3b CTPOYKH OH OeceqyeT C aBTOPOM MPOU3-
BezieHUs. JIMIIO Yy4EeHOro OBESHO MSATKHUM CHSHUEM
nera. W.I1. IlaBnoBy mOpPTPET MOHPABUIICS, OAHAKO
M.B. Hecrtepos ocraincsa HegoBosieH. OH XOTeln nepe-
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PucyHok 1. lom cembu MNaBnoBbix B PA3aHu.
Figure 1. The Pavlov family in Ryazan.

PucyHok 2. V.M. Maenos n C.B. KapuyeBckas
(1881).
Figure 2. I.P. Pavlov and S.V. Karchevskaya
(1881).

PucyHok 3. M.B. Hectepos. MNopTtpeT W.I. MNanosa. Cnesa — 1930 r. (I'TT), cnpasa — 1935 . (I'TI).
Figure 3. M.B. Nesterov. Portrait of I.P. Pavlova. On the left — 1930 (Tretyakov Gallery); on the right — 1935 (State Tretyakov Gallery).

JlaTh HEYTO Ooiblee: «5 Mor Toraa yxe BUIeTb HHOTO
[TaBnoBa, Gosee CIOKHOTO, B OOMIee APKHUX €ro MposiB-
JICHUSIX, 51 BUJEJ, YTO HEOOXOMMO Harucarh JAPYroi
MIOPTPET ATOr0 3aMevaTesIbHOro YeaoBeka» [9].

B 1935 rony XynoKHUK NHIIET BTOPOH MOPTpPET
Weana [lerposuua (puc. 3).

Ero mozmenu B T0o Bpemst Obuio 85 jer. PaGoras
B Konrymax, M.B. HectepoB HaOioan yueHOro u
B MOMEHT Oece/ibl, 1 BO BpEMsI SKCIIEPUMEHTOB MJIH
ornbixa. M.B. HecrepoBa Bocxuianu mnpsiMoTa Hu
yectHocTh M.II. [TaBioBa, ero yBJIEYEHHOCTb BCEM,
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K YEMy OH IPUKACAICA, AyX SKCIIEPUMEHTATOpa, sC-
HBIM YM yueHOro. Xy/lI0)KHUK CMOT BBISIBUTH IVIaBHOE
B YEJIOBEKE — CUJIy AyXa, SHepruu. MHorue Komieru
L.II. ITaBnosa ormevanu, uro MBan IlerpoBuu MHe-
HHE CBOE BBIPAKAJI FTOPSAY0, OTCTAUBAJ C FOHOLIECKUM
neiioM. Ha moprpere W.II. [1aBnoB xak Obl crioput
¢ HeBHIUMBIM cobecennkoM. M.B. Hectepos Bbeipa-
3WI TBOPYECKYHO CUJLY YEJIOBEUECKOIO PasyMa, Kpa-
COTY M 3HAYUTEIBHOCTb JINYHOCTH — CO3HMJAIOLIEH U
JeicTryromei. Ero pyku, ckarble B KyJIakH, OITyIIEe-
HBI Ha JIMCTOK ¢ TpadukoM paboThl. 3a 3TH ero Kyina-
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KH — CHJIbHBIC U BIIACTHBIC XyLOKHHUK OIAcascs: OHH
eMy ObLIM HEOOXOOMMBI AJISi PACKPBITUSI Xapakrepa
MOJICIIH, HO «KTO k€ N300pa)kaeT BEJIMKOIO yUYEHOIo
¢ Kynakamu?». B cBoux BocnomuHanusix M.B. He-
cTepoB nucan: «CaMbIM PUCKOBaHHBIM B MOEM MOP-
TpeTe ObUIN Ba NOJOKEHHUS: TEMHBII CHITY3T T'OJIOBBI
Ha CBeTVIOM (pOHE M PYKH, CKaTble B Kynaku. JKect xa-
PaKTEpHbIA, HO HEOOBIYHBIN AJISI TOPTpETa BOOOIIE,
Jla ellie CTOJIb MPOCIABICHHOIO U CTApOro YeJoBeKa,
kakuMm Obut1 MBan IlerpoBuu... Ho, xoraa s, konebie-
MBIi COMHEHHUSIMH, XOTEN (OKECT» 3aMCHHTh HHBIM
MOJIOKEHUEM PYK, BCE 3allpOTECTOBAH, U 5, TOJYH-
HSSICh BHYTPEHHEMY BEJICHHUIO U KEJIAHUIO OKPY’Kalo-
IIMX, OCTAHOBHWJICS Ha 3TOM CBOEH NMEpBOHAYAIBLHOU
MbIcTn» [9]. JIeMCTBUTENBHO, 3TOT KECT — eCTh IJia-
CTHYECKHI CTYCTOK XapaKTepa ¥ TeMIIEpaMeHTa yue-
Horo. W.II. [1apnoB Ha mopTpere — BOMHCTBYIOLIUI
Ooper, KakiM OH U ObUT 10 KOHIIA CBOCH JKH3HU.

W.I1. IlaBnoB HammcaH B mipoduiib, HO ero (u-
rypa Hepa3pblBHO CBs3aHA C IEi3akeM 3a OKHOM
Bepanabl. ®oH noHpasuica MBany IlerpoBuuy, Tak
Kak BCE, YTO BOLUIO B HEro, ObIJIO BOILIOLICHUEM
MEUTaHUH IMOCIEIHUX JIET €ro >KU3HHW. 3a CBETIIO-
roy6oii Bepanmo, rae cunut W.I1. [1aBnos, BugeH
roponok (Konrtymm) — Genbie qomMa ¢ 4epenuaHbIMA
KpBIIIamMH. 3a HUM PACCTUIIAETCSl TUITMYHBINA MMen3ax
okpectHOCTel [leTepOypra ¢ TeMHO-Cepoii TOI0CKOiH
Heba Ha Topu3oHTe. bremHBIA CBeT paHHeW OceHH
poHMKaeT Ha BepaHay. OH mpeBpaliaeT cepblii Ko-
ctiom .I1. I1aBnoBa u Genyro ckarepTh CToja B IMOY-
TH cupeHeBble. COTHEYHBIM CBETOM COIPETHI U OeJIble
3BE3JI0YKH «yOOpa HEBECTbI» — CKPOMHOTO IIBETKA B
MIPOCTOM TOpIIIKE.

He npomuto roxga nocie Harucanus nopTpeTa, Kak
W.II. TIaBnoB ckonyvaincs. Ilocne ero cmepru M. He-
CTEpPOB HamMcaj TPETHUH MOPTPET BEIMKOro (Gusno-
jora — nureparypHslii. I 0e3 3toro nureparypHoro
noprpera He ooxoauTcst HU ofgHa kHUra o M.I1. I1aB-
JIOBE — YYEHOM U YeIIOBEKE.

Tenepr mpumuio Bpemsi pacckaszarb O TOM, Kak
co3faBas CcKyabnTypHbii moptper W.II. IlaBnosa
C.T. Konénxos. Jletom 1929 r. B Helo-Mopxke mpoxo-
U MEXIyHapOIHbI KoHrpecc ¢usnosoros. pyr
ceMbH CKynbIiTopa gokTop dOénop JleBnH — moOuMBbIit
yuyeHuk akagemuka W.I1. [TapnoBa — nmpuBen y4eHOro
B nqoM C.T. KonénkoBa. OHU cpa3y Halu oOIImid
s3bIK. Mup MCKyccTBa He Obul uyxn1 (usnoiory. B
JIeTCTBE OH 3auuThbiBajicss kHMramu JKromst Bepha.
[Mymkun, Toncroit u lllekcriup ObIIM €T0 JTFOOUMBI-
mu nucarensmu. VL.I1. T1aBnoB npekpacHo 3Had pyc-
CKHE CKa3K{ M IIPUOayTKH, CBOI0 MAJIEHBKYIO BHYUKY
cpasHuBai co CHerypoukoil. C.T. KonéHnkos BcriomMu-
HaJI CJIOBa YYEHOTO: «A BBI 3HaeTE, MOS MaJICHbKas

BHYYKa yIUBUTEIBHO MoXoxa Ha CHerypouky. MelI ee
u Ha3piBaeM CHerypodkoil. A Kakas OHa XpyIkas U
HekHad... Bor-BoT pactaet, kak CHerypouka» [10].
MBaun [leTpoBuY yacTOo BCIOMHUHAI U POAHYIO Psi3aHb,
3anuBHbIe nyra Haj OxoH, kaptuny JleButana «Han
BEUHBIM TIOKOEM...». MBaH IleTpoBuu BMecTe C CbI-
HOM KOJIJICKIIMOHHUPOBAJI KAPTHUHBI PYCCKUX XyIOKHHU-
KOB, B OCHOBHOM IIEPEIBKHUKOB. B ero coOpanuu
obutn padotsl Penuna, CypukoBa, Bepemaruna, Jle-
BrUTaHa, CEMUPAICKOro, IPyTUX XyI0KHUKOB. OHa-
ko W.I1. [1aBnoBy OomnbIre HpaBuiHch padboThl Brnaan-
Mupa Makosckoro, a He Cypukosa nin Pennna. MiBan
[leTpoBuu moxpoOHO pacckasblBajl O CBOUX JIHOOU-
MBIX KapTHHAX, O4Y€Hb TOHKO TOBOPUJI O MAacTEpPCTBE
ITonenosa, B. Bacuenosa, o noptperax B. Ceposa,
BCIIOMHHAJI CBOIO BCTpedy ¢ PennubiM B OUHISIHINMY,
TETJIO OT3BIBAJICS O XYIOKHUKE SIpOIICHKO, KOTOPBIH
Hamucaja nopTper ero ceiHa Bragumupa. W.I1. Tlas-
JIOB cuMTal, 4To «Mapusi ¢ MianeHuem» Bachero-
Ba, KOTOpyIo oH BuJen B KueBckom cobope, — Benu-
yaiilliee MPOU3BEACHUE, PABHOCHIbHOE «MamgoHHE»
Padasms. [lefictBuTensHO MHOTHE pabOTBI PyCCKHX
XyAO’KHUKOB HEIOOLICHEHBI B IIOJHON Mepe, B TOM
yucae camoObiTHas nanutpa B. Bachenosa. VBan
[leTpoBuY He CKpbIBall CUMIIATHH U K JPEBHUM pyC-
CKuM uKoHomucuaMm. OH Tak e OblT 3HATOKOM 3I10-
xu Bospoxkaenus, mobun Tunimana, caurai, 4ro ayx
Bo3zpokaeHust HUKOTIAa HE UCCSIKHET, U C MPHCYLIIM
eMy IOMOpOM OMYeBal JeKaJCHTCKIE HaPaBJICHU B
MCKYCCTBE. YUEHBIH ObLI BparoM JOKU U (aibliv He
TOJIBKO B JKM3HH, HO U B UCKyccTBe. Kpome kapTuH,
W.II. IlaBnoB cobupain koyuteknuro 0adouek. OH Tak
e JII0OMII Pa3BOJUTD LBETHI. DTO yBICUCHUE YUCHBIN
COXpaHWI A0 KOoHLA >ku3HU. Ocoboe MecTo Ha ero
IpsAAKax 3aHUMAJU JICBKOU.

C mnepBoil BcTpeun lBan IlerpoBuu mopazun
C.T. KonéHkoBa cBOE€ll MPOCTOTOM M HeEmocpen-
cTBeHHOCThIO. «B IlaBroBa st BmoOMiICS ¢ mepBoro
B3IVIsI1a, — MHCAJl CKYJIBNTOP B CBOMX BOCIIOMHHA-
HUSIX, — MEXJy MHOM M MOEH MOIeNbI0 cpasy BO3-
HUKJIA CEpJCYHbIC OTHOMICHUS... Y MEHS MOSBHIOCH
ouryuieHue, OyaTo s JaBHO 3HAIO 3TOrO YEJIOBEKA...»
[10]. C.T. KonénkoBy yaanoch B CKYJIBITYPHOM TOp-
Tpere IlaBrnoBa ckazaTh IIaBHOE O 4YEIOBEKe, IEpe-
JlaTh IPOHUKHOBEHHOCTD €T0 YMHBIX U BECEJIbIX IV1a3,
BBIPAKAIOIINX BBIAAIOLIYIOCS CHITy YYeHOTo (puc.4).
Ho Gonpiie Bcero B3BOJIHOBAIHN CKYJBIITOPA pyccKast
nyma WL IlaBnoBa, ero mpocToTa M OTKPOBEH-
HOCTb.

Bo Bpems BcTpeun OHM MUK Yail ¢ MEIOM U pyc-
CKUM ITaCEYHHKOM, IPOHUKUIMM B TaiHbI MPHUPOABI,
nokazanca C.T. KonéukoBy u cam MBan Ilerposuu.
3eMHass MyZApOCTb, OTKpBITas U BMECTE C TEM BIa-
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JICHUE «BBICILIECH TaHO» CKBO3ST BO B30pE YMHBIX,
MIPOHMKAIOLINX I71a3, B OAYXOTBOPEHHBIX YEPTaX JINLIA.
CkynenTypHsblil noptpert, co3nanubiii C.T. Konénko-
BbIM, — HE CTHJIN3ALHSI TT0]] «CTapUYKA-IIOTIEBUYKaY, a
TOJIBKO HAMEK Ha PYCCKOE MPOUCXOKICHUE OHOTO M3
BeHuaiinmx yuensix XX croxerns. Hpro-Mopkekast
BCTpeya 00epHYIIach OONBIION APYKOOH.

Pab6ots Ceprest Konénkosa n Muxania Hecrepo-
Ba B3aUMHO JOTIOJIHSIOT IPYyT ApPyra, Co3/1aBasi BMECTe
LIeTbHBII 00pa3 Benmukoro yuyeHoro. B 1929 r. BHuma-
HHUE CKYJBbITOpa NPUBJICKIN U BBIPA3UTEIBHBIC PYKH
W.I1. I1aBnoBa, KOTOpBIE MO3XkKE OBLIN 3aneyaT/iCHbI Ha
3HaMeHuToM noprpete M. Hecreposa. «CioBa u uH-
TOHAIMU CJIIMBAJINCH C IBHXKEHUEM KUIHMCTBIX PYK, —
nucan noyke Cepreit TumodeeBud, — 310 OBLIM PYKH
XHpYpra ... pyKH TPYIOBOTO 4esOBEKa, HEOOBIKHO-
BEHHO IUIACTUYHBIE, BbIpa3uTeibHbie...» [10].

Pycckoe uckyccrBo XX Beka HE TOJIBKO COXpaHU-
70 U Hac oOpa3 Bblaaromerocs: (U3noiora, HO M
OT/aJI0 AaHb YBAXCHUS €ro MUTOMIAM, 0e3 KOTOPBIX
HEBO3MOXKHO OBIJIO ObI pa3BUTHE MUPOBOW HAYKH.

B 1890rony B Cankr-IleTepOypre ObL1 OTKpBIT HIEP-
BbIl B Poccuy Hay4HO-HCCIEI0BATENBCKUM MEIHKO-
ounonornyeckuit eHTp — Mmmneparopckuii MaCTUTYT
sKcniepuMeHTabHON Memuiabl (MOM). Ero ocHo-
BateneM U norneunteneM ObuT npuHI A.Il. Onbaen-
Oyprckuii. PykoBopuTenem otaena ¢usnonoruu, a
¢ 1913 r. MOYETHBIM AUPEKTOPOM HHCTUTYTA CTal
W.II. IlaBnoB. 3a pa®oTsl 1o (U3UOIOTUH, BBINOI-
HeHHble B cTeHax MHctutyTa npunua A.Il. Onbnen-
Oyprckoro, Kak 4acTo HasblBalId B TO Bpemsi UOM,
yuaeHbl 1 nonyunn Hobenesckyto npemuto. CBou nc-
cnenosanus M.I1. [1aBnoB 1 ero y4eHUKH BBITOTHSIIN
Ha XKMBOTHBIX, B YaCTHOCTH Ha coOakax. [ Hesasucu-
MO OT HaIIMX B3IVISIOB HAa MPOOIEMy MCIIOIb30BaHUS
KMBOTHBIX B HAyUHBIX LIEJIAX HEOOXOIUMO NPU3HATH,
YTO UMEHHO 3KCIEPUMEHTAJIbHBIC UCCIICA0BAHMUS T10-
3BOJIMJIN HAayKE COBEPIIUTH CYLIECTBEHHBIM PHIBOK
Brepes B Hayane XX Beka.

B asrycre 1935 1. Ha Teppuropun UOM Obin oT-
KpBIT NamMsITHUK HayuHbiM skciepuMenTam uin «Ila-
MSTHHK co0ake», Kak ero Ternepp Ha3biBatoT. OH ObLI
MPUYPOUEH K OTKPBITUIO XV MEXKIyHApOIHOTO KOH-
rpecca ¢uznosnoros. M3BecTHO, 4TO 17151 OaHKETa /IS
YYaCTHUKOB KOHI'PECCa H3TOTOBHJIM HIOKOJIQJHYIO
cobaky. Imenno Ha cobakax W.II. [laBnoB BeImOIN-
HWJI BCEMUPHO U3BECTHBIEC HKCIIEPUMEHTHI B 00J1aCTH
nuueBapenus. ABtop namsitHuka — 1. @. be3nanos,
KOTOPBIH OB MPOEKTUPOBIIMKOM HAYYHOTO TOPOAKA
B Konrymax. ITamsatauk, no meicnu W.I1. TlaBnoga,
JIOJDKEH ObUT HAallOMHUHATH HCCIICAOBATENsIM 00 HX
JI0JTe Tepes NOAONBITHBIMU KUBOTHBIMU. OH Tpea-
CTaBJsIeT COOOM MOCTaMEHT, Ha KOTOPOM HaXOIUTCS
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CKyJIBITYpa fobepMaHa-imHYepa. [loctameHT oOpam-
JSIOT penbedbl, N300paKalolIe HaydHbIE dKCIIePH-
MeHTBI. CKOITBKO OBI €T0 He Ha3bIBAJIN «ITAMSITHUKOM
cobake» — TPexkJie BCEro 3TO «IMaMATHUK HAyYHBIM
sKcTiepuMeHTam». Ha mocrtameHTe ¢ 4eThpex CTOPOH
pacrmonoxxeHsl 6apenbedsl ¢ BbIcka3piBaHUsAMU [laB-
noBa. Ha omHOl cTOpoHEe MaMsTHHKa M300pakeHo,
Kak co0aka, BBUIM3BIBAS Y CBOETO COPOINYA 3aTHOUB-
IIYIOCS Ha IIlee PaHy IMOCJe OTNepaIiy, CracaeT ero
ot cmeptH (puc. 5). W.I1. I1aBoB paccka3biBai, 4To
JIO ATOTO BCe COOAKH, MOIBEPTaBIINECS TaKOW orepa-
LM, TTOrM0aIu.

Ha papyrom Oapenbede mokazaHo kak cobaka,
pa3ioMaB MITYKaTypKy W CJIeJlaB U3 Hee MOPHUCTYIO
MOJICTHIIKY, TIOJICKa3alia YYeHBIM IMpHeM, Oiaromaps
KOTOPOMY HCTEKAIONIMA U3 UCKYCCTBEHHOTO OTBEp-
CTHSl TIOJKEITyOYHBIA COK He pazbenaeT Oproxo co-
Oaxu. Ha TpeTheii cTopoHe mocTaMeHTa n300paKeHbI
cobaka 1moj XJIOpoPOPHOH MACKOW W IUTaTa W3 pa-
oot [1aBnoBa: «Ilycte cobaka moMoImHUIIA U APYT
YeJloBeKa C JIOMCTOPUYECKUX BPEMEH MPUHOCUTCS
B JKEPTBY HayKe, HO Hallle JOCTOWHCTBO OOS3bIBAET
Hac, 9TOOBI 3TO MTPOUCXOAMUIIO HETIPEMEHHO U BCeT/a
0e3 HeHY>KHOTO MYYHUTEILCTBa». MI3BECTHO, YTO CBOU
onbiTel M.I1. ITaB1OB mpoBOAMI € Y4ETOM acenTu-
KW, aHTHUCENTHKH, O]l 00InM Hapko3oM. OH He 3a-
CTaBIISJT KUBOTHBIX CTpajarh. OMHAKO MPOTUBHUKU
BUBHMCEKUUN Ha3biBanu MBana IlerpoBuya «manauy,
«myuutenby. WL.II. TIaBnoB jxe roBOpuIL, 4To Kaxaas
oriepariysi IPOBOIUTCS O] HAPKO30M, KaK YEeIIOBEKY.
[Tocne omeparyu cobaku MPEKPaCcHO MOTIPABIISIFOTCS.
JInie «...B HEKOTOPBIX CITydasx, KOTJa JIeJ0 UJIET O
MaJIbIX JOMOJHUTEIBHBIX OTepaIisaX Ha OYeHb IIeH-
HBIX JKABOTHBIX U MMEIOTCS KaKHe-THOO0 COMHEHUS
OTHOCHUTEIIFHO a0COFOTHOW O€30MacHOCTH HapKo3a,
pa3yMHee IPUYHHUATE )KUBOTHOMY OOJIb M TOCTaBHUTH
camoMy ce0e HENpHUATHOCTh ONepUpoBaTh 0e3 Hap-
ko3a» [11].

C «3eneHbpIMU» (PU3UOJIOT UMEINl JTaBHUE CUETHI.
Eme B 1903 . emy mpuuuiocs 3acefarb B KOMUCCUU
0 PacCieIOBAHUIO BOTIPOCA O 3JI0YTOTPEOIIEHUH BH-
BuceknusMu. Komuccns Oblia oOpa3oBaHa B OTBET
Ha PE30JTFOIMI0 BOGHHOTO MHUHHUCTEPCTBA, HAJIOKEH-
HyI0 Ha ucbMo (0T 28 deBpans 1903 1) mpencena-
TenpHUIEI OOIIeCTBa TTOKPOBUTEIHCTBA JKUBOTHBIX
Oaponeccel B.M. Meiiennopd. Jloxman GapoHeccs
HasbiBasicss «O BUBUCEKIINW, KaK BO3MYTHTEIHLHOM
1 OecCITONIe3HOM 3JIOYNOTPEOIIEHUH BO UMS HAyKH».
Komuccust onpoBepriia 10BOABI MPOTUBHUIIBI BHBH-
cekiuil B koppektHbix ToHax. W.I1. ITaBnoBy nokasa-
JI0Ch, ATOTO MaJl0, ¥ OH BBICTYITHII C OCOOBIM MHEHHU-
€M, He CKOBBIBas cebs B BIOOpe BhipaxkeHnid. «Korma
sl IPUCTYTAIO K OIIBITY, CBI3aHHOMY B KOHIIE KOHIIOB
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PucyHok 4. C.T. Konénkos. W.I. Maenos. BiocT
(1930 r.). M'Mnc ToHnpoBaHHbI, 40x48x24 (Memo-
puanbHbIn My3eit «TBopyeckas mactepckas C.T.
KoHEHKOBA»).

Figure 4. S.T. Konenkov “I.P. Pavlov" Bust. 1930 tinted
gypsum, 40x48x24 (Memorial Museum "Creative
Workshop of S. T. Konenkov").

PucyHok 6. B.B. Jlnwes. MNamatHuk .M. Maenosy
(1951 ., Kontywm).

Figure 6. V.V. Lyshev. Monument I.P. Pavlov (1951,
Koltushi).

PucyHok 5. N.®. Besnanos. MamMATHUK Hay4YHbIM 3kcnepumeHTam (1935 .,
CankT-lMNeTepbypr).

Figure 5. |.F. Bezpalov. Monument to scientific experiments (1935, St.
Petersburg).

¢ TUOEIIBIO )KUBOTHOTO, 51 HCIIBITBIBAIO TSAKEJIOE YYBCTBO CO-
JKAJICHMS], YTO MPEPHIBAIO JIMKYIOLIYIO KU3Hb, YTO SIBJIAIOCH
aja4yoM )KHBOTO CyliecTsa...» [ 12]. Ho numib Oyayun «mana-
YOM)» TTOHEBOJIE, BO UMl BHICOKOH 1I€JIM MOYKHO UCHBITHIBATH
MO/JIMHHBIE HPABCTBEHHBIE TEP3aHHUs, KOTOPbIE U HE MOTYT
MOHSITh «TIOKPOBHUTEIH KUBOTHBIX» — HE UM CYIUTh (PU3UO-
sioroB! TakoB IIaBHBINA CMBICT «OCOOOT0 MHEHHS YUYCHOTO.
O noxHO# «3a00Te» nmokpoButener kuBoTHBIX W.I1. [1aBioB
nucan ¢ HerojgoBaHueMm: «Het, 3To He BbICOKOE U OIaropoj-
HO€ YYyBCTBO aJOCTH K CTpPaJlaHUsIM BCETO JKUBOTO U UyB-
CTBYIOILIETO; 3TO OAHO U3 IJIOXO 3aMAaCKUPOBAHHBIX IIPOSBIIE-
HUU BEUHOW BpaXKIbl U OOPHOBI HEBEIKECTBA MPOTUB HAYKH,
TBHMBI TIPOTUB cBeTay [12].

W.I1. [1aB0B Hamucas O0JbIIY0 PaboTy — PYKOBOACTBO K
MIPUMEHEHUIO JUISl IPOBEJAEHUS SIKCIIEPUMEHTOB Ha YKUBOTHBIX
— «OO0mmas TexHuKa (U3NOJOTHUYESCKUX OIBITOB U BUBHCEK-
ity (1910) — ¢ 1BaAATHIO MATHIO PUCYHKAMH, BKITFOYAFOIIIH-
MM 3aKUMBbI JIJI1 MOPJI, BUBUCEKIIMOHHBIE CTOJIBL. HexkoTopbie
MHCTPYMEHTBI U300pakeHbI U Ha Oaperbedax maMsITHUKA.

CTpoliHBbIi, KPacUBBIM Iec Ha IMbeecTalleé He MOX0XK Ha
skepTBy. DuUCTyIbI HE Topyar u3 Oproxa, u 1eia ronosa. [lo-
CIEACTBUS JIM SKCTUPMAIMU KOPBI TMOJIyLIApUsi TOJIOBHOIO
MO3ra, IICUXUYECKOe JIH BO30YKJACHUE CIIFOHHBIX JKeJIe3 WU
3aBHCUMOCTh BEJIMYMHBI MUINEBBIX YCIOBHBIX pe(IeKcoB OT
KOJIMYeCTBa 0€3yCIIOBHOTO MOJKPEILICHHSI — OH HE 3HAET, YTO
OyayT Ha HeM u3ydaTh. Ho pe3ysibraThl 3TUX HCCIICOBaHUN
YeJIOBEKY OYeHb HYKHBI... MBaH IleTpoBUY OdYeHb JHOOMI
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cBOMX cobak, Jake mucaid UM nucbMa! M3BecTHBI
cllyyad, KOrJa Hy>KHO OBIJIO OIEepUpOBaTh JIOOUMYIO
cobaxy, u 1.I1. [TaBnoB He Mor nenaTh 310 caMm. Torma
OH TIOpYyYaJl ONEPaLUI0 CBOMM aCCUCTCHTAaM.

B Konrymax toxxe ectb namsatHuk W.I1. ITaBnoBy
U €ro 4YeTBEPOHOTOMY JIPYTy. DTOT MaMATHHUK 3HAIOT
HemHorue... OH co3maBaiicst Kk 100-neturo co AgHS
poxnaenust ¢usnomnora B 1949 romny, ogHako OBLT OT-
KpHIT TobKO B 1951 1. Ckynsnrop B. B. JInmes uszo-
Opasul y4eHOro B TOJIHBIH POCT B XUPYPrHUECKOM
xanare. Psnom ¢ W.II. I1aBaOBBIM CHIUT TOBEPUUBO
TIpIDKaBIIasicst K ero Horam cobaka (puc. 6).

B 3akmroueHue ciemyer OTMETHTh, YTO UM
W.I1. [1aBi0Ba — BBIIAIOIIETOCS yI€HOTO-(DU3AOIIOTa —
CTaJl0 CUMBOJIOM pyccKod Hayku. OH MpOKMII J1071-
T'YIO0 ¥ CYACTIIMBYIO Xi3Hb. 13 86 neT Gonee 60 ObuH
otnanbl Hayke. Ero ydenukamm Obimm JILA. OpOe-
mu, IL.LK. AnoxuH, D.A. AcparsiH U MHOTHE ApYTHE.
B 3nak nmpusnanwus 3acnyr, W.I1. IlaBnoBa u3bpanu
«crapeimuHon Gusnonoros mupay. Mmeu U.I1. [1as-
JI0BA MTOTYYMJIM JajbHeliee pa3BUTHE B paboTax Ha-
YUYHBIX ILIKOJI, CO3/IaHHBIX €T0 yuyeHHKaMu. OHM Hall-
JIM IPOJOJKEHNE U B COBPEMEHHBIX MCCIIECIOBAHMAX
HOBBIX TOKOJIEHUH (PU3MOJIOrOB. YCIIEIIHO peausy-
etcs B Hacrosiiee Bpems u te3uc M.I1. I1aBnosa o He-
Pa3pbIBHOM CBSI3M (U3HOJIOTHH ¥ MEIULMHBI, SKCIIe-
PUMEHTAJIBHBIX U KIMHUYECKUX UCCIICTOBAHHM.
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[Ipodeccopy Cankr-IleTepOyprckoro rocymap-
CTBEHHOI'0 YHUBEPCHUTETA, 3aBeAyIOLIEMYy Kadeapoii
MPONEICBTUKY BHYTpeHHUX Oonesneit Ceprero Oure-
ropudy MasypeHko nucnoaHuiIoch 60 Jer.

Cepreit Onerosuu poxauics B 1960 rony B Mo-
ckBe. B 1983 rony 3akoHumn seueOHbINH (akyabTeT
[IepBoro JleHnMHrpaackoro rocyqapcTBEHHOIO MEIH-
LMHCKOTro MHCTHTYTa UM. akaf. M.I1. ITanoga. [Tocne
OKOHYAHUS MHTEPHATYPbl Ha4YaJl CBOM TPYIOBOM MyTh
C PAZOBOrO Bpaya LEHTPAIbHOW pailOHHOW OOJIBHU-
sl . Kuposcka Jlennnrpaackoit oonactu. C 1987 mo
1989 ron o0yuascs B opAMHATYpE MO CIIECLHAIbHOCTH
Tepanus Ha 0Oasze JleHMHIpaacKoro rocygapcTBeH-
HOTO CaHUTAPHO-TUTMEHUYECKOTO MEIUIIMHCKOTO
WHCTUTYTa. B 3TH e rombl Hayal Hay4dHyO Jes-
TENBHOCTh O]l PYKOBOACTBOM mpodeccopa bopuca
Wnbnua IlynyTtro. B 1989 rogy moctynui B o4HyrO
acnupaHTypy npu kadeape (akyrbTeTCKON Tepanuu
JICTMMU. 3anumancs pa3paOOTKOH KIMHUYECKHX
u MOPQOIOTHYECKUX KPUTEPUEB, MCIIOIb3YEMBIX B
OLICHKE MPOTHO3a OONBHBIX, CTPAAAIOLINX XPOHHYE-
ckuMH Gopmamu riioMepyinonegpuros. B 1992 rony
YCHEIIHO 3alUTHI KaHIUAATCKYI0 JTUCCEPTALUI0 Ha
TeMy «CpaBHUTENbHAs OIEHKA MOPQOIOTHYECKHX
U KIMHUKO-Ta00paTOPHBIX XapaKTEPUCTHK MEPBHY-
HOro MeMOpPaHO3HO-TIPOIM(EPATUBHOTO TIIOMEPYJI0-
HedpuTa U UX TPOTHOCTHYECKOE 3HAUCHHE).

C 1 cents6ps 1999 ronma Cepreit Onerosuuy Ma-
3ypeHKo palboTaeT Ha MEIMLMHCKOM (aKylbTeTe
CIIoI'Y. B yHuBepcuTeTe MPOIOIIKIIT UCCIISIOBAHUS,
HanpasJiCHHbIE Ha U3y4YeHUe HapymeHni GochopHo-
KaJbLMEBOrO M KOCTHOTO MeTaboyn3Ma MpH XPOHU-
yeckoil Oosne3Hu mouek. OCHOBAJ OZMH U3 MEPBBIX B
Cankr-IlerepOypre LeHTpOB ocTeonopo3a u MeTabo-
JTMYECKuX 3a00JieBaHM cKejleTa Ha 0a3e KIMHUYe-
ckoit 6ompHUIBI Ne 122 umenn JI.I. Cokonosa. Cep-
reeM OneroBuyeM pa3paboTaHbl KPUTEPUU OLIEHKH

pHCKa TIEPEIOMOB Y OOJBHBIX, OTYYAIOIINX JIEICHNEe
TeMOJINAJIN30M U TIEPEHECHINX TPAHCIUIAHTAINIO T10-
YeK, M3y4eH MOIUMOP(H3M TE€HOB, aCCOIMUPOBAH-
HBIX C PUCKOM Pa3BUTHS OCTEOIOPO3a U TEPEIIOMOB.
JlokazaHa CBsi3b NOTEpPU MHUHEPAJILHOM IJIOTHOCTH
KOCTel OOJBbHBIX, TTOTYYAIONINX JIEIEHUE TeMOTHAIIH-
30M, C PUCKOM CMEPTH OT CepAEYHO-COCYANCTHIX 3a-
oonesanuii. B Cankr-IleTepOyprckom rocynapcTBeH-
HoM yHHuBepcuTeTe Cepreit OyeroBud mpoImen myTh
OT accuCTeHTa A0 mpodeccopa kKadempsl Tepamuw,
ycmenrHo 3amuTuB B 2009 romy MOKTOPCKYIO HIHC-
cepranuio Ha TeMy «OcTeomnopo3 Mpu XPOHUUYECKON
MOYeYHON HEJ0CTATOYHOCTH (PactpOCTPaHEHHOCTb,
(haKTOpHI pHCKa, TMATHOCTUKA, KIIMHUKA, TIPOTHO3)».
C centa6ps 2014 roga na Ceprest OneroBnya Ma3y-
PEHKO BO3JIOKEHBI 00S3aHHOCTH 3aBEAYIOMIETro Kade-
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JpOii POTIEAECBTUKN BHYTPEHHUX OOJIC3HEH, a TakKe
m1aBHoro tepamnesra Caskr-llerepOyprekoii ropon-
ckoit OompHHIEI «CBsitoro leoprusi». Ilomumo Ha-
yuHoll pestensHOcTH, Cepreit OneroBnu Masypen-
KO TPOAOJDKAET aKTUBHO 3aHMMAThCsl KIMHHYECKOM
paboToii, nmeeT BpaueOHBIN cTax 36 net. SBisschk
OZIHUM M3 BEIYLIMX CIEHUAIMCTOB CTPaHBI MO MPO-
O1eMam MeTaboIMYecKuX 3a00neBaHmii Koctel, Cep-
reit OJeroBUY MOCTOSIHHO YUTACT JICKIUH B Pa3iIny-
HBIX TOpOJax, €XKEroJHoO BBICTyNaeT Ha Poccuiicknx
1 MEXAYHapOAHBIX KOH(pepeHuusx. YieH HayqyHOro
obmecta TepaneBToB uM. C.II. borkuna, Poccuii-
CKOHl accolManmyy OCTeornopo3a, MexayHapoaHo-
ro ¢oHma ocreornoposa. ABTop Oonee 120 HaydHBIX
myONvKanui, BKIIOUas y9eOHUKH M Y4eOHBIE 1OCO-
Oust. Paboraer Ha kuMHMYECKUX 0a3ax Kadeapsl, rie
OCYILIECTBIISICT KOHCYJIBTaTUBHYIO Pa0OTY, y4acTByeT
B KOHCHJIMYMaX, KIMHUYECKUX pa3dopax, pabore Ko-
MHCCHH TI0 U3yUYCHHMIO JICTAIBHBIX UCXON0B. B Teue-
HHUE MHOTHX JIET PYKOBOJMT CTyACHYECKUM HayYHbBIM
oOmmecTBoM. ETo CTyIeHTHI €XXeroJHO NpeICTaBIsIoT
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PE3yNbTaThl CBOMX HCCIICAOBAHUN HAa MEXIyHapo.-
HOW MEIUKO-OMOIOTHYECKOH HaydyHOW KOH(pEepeH-
MM MOJIOABIX HccienoBareneid «PyHaaMeHTanbHas
HayKa M KIMHUYECKas MeIMIHA. YeI0BeK U ero 3710-
POBBEY», a Takke Ha POCCHICKHUX M MEXIyHapOIHBIX
KOH(EPEHUHUSX U ChE3AaAX.

3a Bce roJpl MPaKTUYECKOH M Hay4YHOH paboThI
Cepreii OneroBuu MasypeHKO NposBHII ce0sl Kak
TBOpYECKH paboTaromuii, MHUIIMATUBHBIA MEaror,
KaK CHEIHaJIMCT BbICOYAMILIEro Kjiacca, YeM 3aciy-
KWI yBa)KCHUE U aBTOPHUTET CTYJCHTOB M CBOHUX
KOJLJIET.
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JOCTH)KEHUH M KPETIKOTO 310POBbsi!
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[MPABVJIA J1 ABTOPOB

I'my6oxoyBaxkaemble aBTopsl! C 2019 rona B [IpaBuia 1y1st aBTOpoB BHECEHBI psil n3MeHeHui. [lepen HanpaBneHrem
pykonmcu B Penakmmio npocum Bac BHIMaTeIbHO ¢ HUMU 03HAKOMHUTHCS. PaboThI, 0(opMIteHHBIE
HE B COOTBETCTBUHM C YKa3aHHBIMH [TPABUIIAMH, BO3BPALIAIOTCS aBTOpaM 0e3 pacCMOTPEHHSI.
Jns ynoGetBa Bamield paboThl Ha caiiTe sxypHaua https://journal.nephrolog.ru/ B paznene «IIpuem crareii» pasMenieHsl
111a0JIOHBI, MCTIONIb30BaHHE KOTOPBIX CYIIECTBEHHO YIPOCTHT TIOATOTOBKY pyKOITHCH coritacHo [IpaBuiam.

Kypnan «Hedpomorus» myOonHKyeT CTaThH IO aK-
TyallbHBIM BOIIPOCAM KIIMHUYECKOW M DKCTIEPUMEHTAb-
HOU He(DPOIOTHH U CMEKHBIX 00NacTeil.

Wudopmanus mpeacTaBisieTcs B CACTYIOUIEM BUC:
nepeaoBble H OPUTHHAJBbHbIE CTAThH, 0030PbI, JeK-
UM, MaTepUaIbl /ISl MOCJIeIMIIOMHOI0 00pa3oBa-
HUsl 0 Hedpoaoruu, HAOMIOAEHUsT M3 MPAKTHKH,
KpaTKHe cOO00IIeHHsl, MeToquYecKHe CcO0OLIeHus,
auckyccusi 1 mHpopManusi (INCKYCCHOHHBIE CTAThH,
peleH3uy, MHChMa B PEIaKINIo, COOOMICHUS O MIaHax
MPOBEICHUS KOH(PEPEHIINH, CHMIIO3UYMOB, CHE3/I0B TI0
Hedpornorun B Poccun u 3a pybexoM, OTUETHI O HHUX,
AQHHOTAIIMH HOBBIX KHUT TI0 He(poyoruu u T.1.), odu-
HHaJbHbIE JOKYMEHTBI, 00UJIeH, peKjiama.

Bce crarbu, nmocrynamue B Pemakuuio, npo-
BepsiloTest cuctemMoii «AHTHIIIaruary (https:/www.
antiplagiat.ru/), peneH3UpyrOTCs JByMs 3KCIIEPTaMH,
oOcyxnaroTcs Ha 3aceqanusx Penxosmneruu. Iloapo6-
Hee MH(opManus 0 TMONUTHKE KypHaIa pa3MelieHa Ha
caiite https://journal.nephrolog.ru/ B paznene «O xyp-
HaJIe.

Hanpaenaa cmamolo 6 dHCypHan, agmopuvl 2apam-
mupylom, 4mo nOOAHHble MAMePudIbl He ObLIU paHee
ORNYONUKOBANHDBI NOTHOCHbBIO UTLU RO YACHAM 6 10001
opme, 6 n1060m mecme unu nHa 106om azvixe. Taxoice
agmopul 2apanmupyom, Ymo cmamosa He RPeocmag-
JleHa 01 paccmMompenus u nyoauKauyuu 6 Opyzom
JcypHane.

K crarbe 1015kHO OBITH NPHJIOKEHO OPUIIUATD-
HOe HaIpaBJ/ieHUe Y4YpeskJAeHus, B KOTOPOM BBIINOJI-
HeHa pabora (oOpaser COMPOBOAUTEIHLHOTO MHUChMA
pa3MelleH Ha caiiTe )KypHaia 1 Ha IOCJIEHEN CTpaHuLe
[IpaBun). Ha nepBoii cTpaHuiie cTarby JOJDKHBI OBITH
BH3a M MOJIMUCH HAYYHOTO PYKOBOIUTENS, 3aBEpEeHHAs
KPYIIIOi TIevaThio yupekaeHus. Ha nocnenneit crpanu-
1Ie CTaThH JOJDKHBI OBITh OJMKMCH Bcex aBTopoB. CTaBs
CBOIO TIONIHCH, K&KABIH aBTOp, TEM CaMBIM, IIEpeaacT
IpaBa Ha M3JaHHE CBOEH cTaThu kypHanly «Hedpomo-
THSD».

CkaHbl yKa3aHHBIX JOKYMEHTOB JIOJDKHBI ObITH Ha-
mpaBJIeHBl B Pegakinio oMHOBPEMEHHO ¢ PyKOITUCHIO (B
¢dopmare PDF unmu JPEG; cM. Obwue npasuna). Opu-
THHAIBl — HAIPaBICHBI TOYTOH WM TEpefaHbl JTHYHO
(ecu MPUMEHHUMO).

Obugue npaeuna. Pyxonuch 10KHA OBITH 3arpysKe-
Ha Ha CaiT U3 JIMYHOTO KaOWHEeTa OJHOTO M3 aBTOPOB
(caiit https://journal.nephrolog.ru/ — O xypHaie —
IIpuem crareit — OrnpaBka crateid unu [1aBHas cTpa-
Huna, OTHpaBUTH CTATHIO).
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Bce KOMNIOHEHTBI CTATbH /IOJKHBI OBITH B
OJHOM d¢aiine B dopmare doc miam docx. [leuats
mpugpTom Times New Roman ne menee 12-ro xeris
yepe3 2 MHTEpBala ¢ MOJSIMHU 2,5 cM 1Mo 00e cTopo-
Hbl Tekcta. OtaensHbiMU (aitnamu (B ¢opmare PDF
nm JPEG) 3arpyxarorcst oduinaibHOe HanpaBICHUE
YUPEXKICHHUS, TIepBasi CTPAHUIA CTaThbH C BH30HM U MOJ-
MMUCHI0 HAYYHOTO PYKOBOIHTEINS, 3aBEpPEHHAsT KPyTJIOn
MeYaThIO YUPEIKICHUS, & TAKXKE MMOCICTHSISI CTPAHUIIA C
TTOATIUCSIMU BCEX aBTOPOB.

Pykonuce cmambu 00151cHa éK1ouamsy: 1) TUTYIb-
HBII JHCT; 2) pedepar; 3) KITOUEBbIC CIIOBa; 4) cBeIe-
HUs 00 aBTOpax; 5) TEKCT CTaTbu; 6) TaONULIBL; 7) UILTIO-
cTpanuy; 8) OubarorpaduuecKkuii CIucok; 9) cBeneHus
0 KOH(JIMKTE UHTEPECOB.

Tumynousiit 1ucm 0ondxcen codepircamsv HA pyc-
CKOM U AHZTTUTICKOM A3bIKAX:

1) wHUIMAnBl U GaMIIUU aBTOPOB; 2) Ha3BaHUE
CTaThH, KOTOPOE JOJDKHO OBITh MH()OPMATHBHBIM U JI0-
CTaTOYHO KPAaTKWM; 3) MOJHOC Ha3BaHUC YUPCSIKICHUS
u noapazzaenenus (kadenpsl, 1abopaTopud U T.1.), IIe
paboTaet KaxIblii U3 aBTOPOB, TOPOJ, cTpaHa. AGOpe-
Buarypsel, Hanpumep, HUW, CII6IMY wu T.1., Hepo-
mycTUMBIL. Ecnn aBTOpPOB HECKONIBKO M paboTaloT OHU
B Pa3HBIX YUPCIKICHUSX, TO MPUBOJHUTCS CIIUCOK ITHX
YUPEXKICHUN C MU(PPOBBIMU CCHUTKAMH HPUHAICKHO-
CTH aBTOPOB K ONPEICICHHOMY Y4YpexIcHHIo; 4) HH-
(hopmanmro 00 aBrope, ¢ KOTOphIM Penakiiust u 4uta-
TEJIM MOTYT BECTH IMEPEHHCKY: (DaMITUsI, WHHUIIHAIBL,
MOJTHBIA TIOYTOBBIA aJpec, MecTO padoThl, TeledoH,
e-mail, ORCID. Ilpu orcyrctBun Homepa ORCID* ero
HEOOXOMMO TTOTYYNTh, 3aPETHCTPUPOBABIINCEH HA Caii-
te https://orcid.org/. IIpumep odopmienus uHpopma-
UM 0 KOHTAKTHOM aBTOpE:

[Tpod. KporoB Muxanin [TerpoBud

197022, Poccusi, Cankr-IletepOypr, yi. JI. Toncro-
ro, 1. 17, xopm. 54. I[lepssoiii Cankr-IlerepOyprckuii ro-
CYIapCTBEHHBIN MEIUIIMHCKUN YHUBEPCUTET UM. aKal.
W.I1. TlaBnoBa, xadenpa MpOIEJACBTUKHA BHYTPCHHUX
oonesneit. Ten.: (812) 3463926; E-mail: krotov(@mail.
ru. ORCID: 0000-0000-0000-0000

Prof. Mihail P. Krotov

197022, Russia, St-Petersburg, L. Tolstoy st., 17,
build. 54. First Pavlov St.-Petersburg State Medical
University, Department of Propudeutics of Internal Dis-
eases. Phone: (812) 3463926; E-mail: krotov(@mail.ru.
ORCID: 0000-0000-0000-0000
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Ha caiime scypuana pasmeuien uiadnon ogopmne-
HUA MUMynbHO20 NUCHA.

Pegpepam opurvHanIbHON CTaTbU JOJDKEH OBITH
CTPYKTYPHUPOBAHHBIM U BKII0UAMb NAMb 00A3AMENbHBIX
pyopuk: a) BBeZieHue; 0) 1Ielib UCCIICI0BaHMs; B) MalH-
SHTBHI U METOABI (MaTrepuasl U METOMIBI — JUIS AKCIIEPHU-
MEHTAJIbHBIX PaloT); T) Pe3yJbTaThl; 1) 3aKIIOYCHHE.
Pedepar nomken ObITh HH)OPMATHBHBIM, COOTBETCTBO-
BaTh COJIEP)KAHHUIO CTAaTbU U COCTaBIATH MO 00bEMY
200-250 cinos. [Tocne pedeparta moMenarOTCs «KaroUe-
evte cnoeay (ot 3 1o 10 cnoB), criocoOCTBYIOIINE HH-
JEKCHPOBAHUIO CTaTbH B MH(POPMAIMOHHO-TIOMCKOBBIX
cucreMax. Peghepamvi 0030p0os, nexyuii u Opyaux mame-
puanog cocmasnaiomecs 6 npousgonvHou gpopme. Obvem
pegepama npexcnuti — 200-250 cnos. H pegpepam, u
KJll0uegble ¢106a NPEOCMagaAI0MCcsa HA PYCCKOM U AH-
2IUICKOM A3bIKAX.

Ha caiime >scypnana pazmeuwien wiadnon ogpopmie-
Hus pepepama.

Ceedenusn 06 agmopax cmamvu HA PYCCKOM U AH-
2nuiickom a3vikax: Gamwins, UMs, 0T4eCTBO (TIOJTHO-
CThI0), YYCHAas CTCICHb/3BAHHE, IIOJNHBIA TTOYTOBBIH
aZpec YUYpexJIeHUs, Ha3BaHUE YUYPEKACHHUs, MOApa3-
JeTICHNE, JTOJDKHOCTB, TeNe(OH, axpec SICKTPOHHON
noutsl, ORCID* (mpenocrasnenne ORCID sBnsercs
00s13aTeTbHBIM JITIST BCeX aBTOpoB). [Ipumep odopmie-
HUS CBeJIEHU 00 OJJHOM M3 aBTOPOB:

IIpod. KpotoB Muxaun IlerpoBud, 1-p Mel. HayK

197022, Poccus, Cankt-IlerepOypr, yin. JI. Toscro-
ro, A. 17, xopm. 54. Tlepserit Cankr-IleTepOyprekuii ro-
CyIapCTBEHHBI MEIULIMHCKUNA YHUBEPCUTET UM. aKal.
W.II. IlaBnoBa, xadenpa NpONEAeBTUKA BHYTPEHHHX
oonesneit. Tem.: (812) 3463926; E-mail: krotov@mail.
ru. ORCID: 0000-0000-0000-0000

Prof. Mikhail P. Krotov MD, PhD, DMedSci

Affiliations: 197022, Russia, St-Petersburg, L. Tol-
stoy st., 17, build. 54. First Pavlov St.-Petersburg State
Medical University, Department of Propudeutics of
Internal Diseases. Phone: (812) 3463926; E-mail: kro-
tov@mail.ru. ORCID: 0000-0000-0000-0000

Texcm opucunanvHoll cmamuvit 00NACEH UMemb Clle-
OVIOWYI0 CIPYKIypY. 68e0eHue, NayueHmvl U Menoobl
(Mamepuan u memoovl — 07 IKCNEPUMEHMATLHBIX Pa-
bom), pezynemamsi, 06cyxHcoenue, sakaouenue. Ooveou-
Henue pyopuk Hedonycmumo! (nanpumep «Pezynoma-
moul u obcysHcoeHuey). Ilodobuvie cmamvu He paccma-
MpUBAIOMCS U He PeYyeH3UPYIOMC.

Pybpuxayus 0630p0os, iexkyuii, OUCKYCCUOHHBIX CIA-
metl, HaOAOOCHULl U3 NPAKMUKU, MEMOOUUECKUX CO00-
wjeHutl Mosicem Oblmsd NPOU3BOTILHOU.

Beeoenue. B Hem KpaTko OCBEUIAETCS COCTOSIHUE
BOIPOCa CO CChUIKAMU Ha HauOoJjee 3HaYuMble MmyOnu-

Kaluu, (GopMyaupyeTcsi HEOOXOIUMOCTh TPOBEICHUS
UCCIIEJOBAHUS  €TO LEIIb.

Hayuenmor u memoost (Mamepuan u memoovl —
0nA IKCcnepumMeHmanvuovlx paoom). IlpuBogsTcs Ko-
JMYECTBEHHBIC U KaUeCTBEHHBIC XapaKTEPUCTUKU OOJTb-
HBIX MJIU JPYyTUX OOBEKTOB HMCCIEIOBaHUS (310POBbBIE
JIFOITA, SKCICPHMEHTANBHBIC YKUBOTHBIC, MATOIOTOAHA-
TOMHUCCKUH Marepuan u T.7.). YIOMHHAIOTCS BCE Me-
TOZBI UCCIIEIOBAaHHUH, TPUMEHSBIIHECS B paboTe, BKITIO-
qasi METOJbl CTaTUCTHYECKONH 00paboTKH AaHHbIX. [1pu
YIIOMUHAHWY allapaTyphl 1 HOBBIX JIEKAPCTB B CKOOKaxX
HEOOXOIMMO yKa3aTh MPOU3BOJUTENS U CTPaHY.

[aercs mogpoOHOE OIMMCAaHNE CTATUCTHICCKUX Me-
TOJIOB MCCIIEIOBAaHMSA: Ha3BaHHE MaKeTa MPUKIAJIHBIX
CTaTUCTUYECKUX MpPOrpamMMm (CTpaHa-TIPON3BOIMTEIND,
KOMIIaHHMsI); B KAKOM BHJIE TIPE/ICTABJICHbI LIEHTPaJIbHbIE
TEHICHIMU B 3aBHCUMOCTH OT BHUJA paCIpEICIICHHUS
rokasaresei; Kakue MCIOIb30BaHbl KPUTEPUH TIPH HC-
MIOJTE30BAaHNH KOJINYECTBCHHBIX M KaYeCTBEHHBIX MMOKa-
3aTenieil; Kakue KPUTEPHUU HCIIONb30BAHbI I OLEHKH
CHJTBI B3aHMMOCBSI3H MEXKTy NOKa3aTeIsIMU; Kakue MHO-
TOMEpHBIE METO/bI MCCIEeOBAHUS MPUMEHSIIN;, KpHUTe-
pUii OTKJIOHEHUS HYJIEBOW CTATUCTHUYECKOW TMITOTE3bI.

Pezynomamepr. CnenyeT NMpeAcTaBiIsATh UX B JIOTH-
YEeCKOH TOCIIEIOBATEIFHOCTH B TEKCTE, TAONUIAX U HA
pucyHkax. B Tekcre He cieayeT mOBTOPSATh BCE TaHHbIS
u3 TaOUI] ¥ PUCYHKOB, HAJ0 YIOMHHATH TOJNBKO HawW-
Gosiee BaxkHbIC U3 HUX. B pucyHKax He cieayeT ayomnu-
poBaTh JaHHBIC, IPUBEICHHBIC B TabIHUIaX. BemmanHel
M3MEpEeHU JOKHBI COOTBETCTBOBaTh MeEXyHapo-
Hoii cucteme eaunul (CH), 3a MCKITIOUEHUEM TMOKa3a-
TeJel, TPAAULIMOHHO U3MEPSIEMbIX B IPYTUX €AMHHUIAX.
PucyHku 1 TaOmUIBI pa3MeIIaloTcsl B TEKCTE CTAaTbU B
MECTE UX MEePBOr0 YIIOMUHAHHMS.

Ooécyscoenue. CrienyeT BbIICTUTH HOBBIE M BAKHBIE
ACTeKThl Pe3yJIbTATOB MCCIENOBAHUS U TI0 BO3MOXHO-
CTH COIIOCTABJIITh WX C JIUTEPATyPHBIMHU AaHHBIMH. He
CIIeJlyeT TIOBTOPSITh CBEJCHHMS, YK€ MPUBOIUBIIHMECS B
pasnene «BBeneHney», M moIpoOHBIC TaHHBIE U3 pa3era
«Pesynbrars».

3aknwouenue NOHKHO KPaTKO CYMMHPOBATh OCHOB-
HbIe UTOTH PabOTHL. B 3TOT pasien MOXXHO BKIIOUHTH
000CHOBaHHEIC PEKOMCHIAIINH.

Ha caiime scypuana pazmeuwien uiabnon ogopmie-
HUs MEeKCma OPUSUHATIbHOT CINAMbU.

O0beM OpUTHMHAIBHON CTaThbHM, Kak NpaBUIIO, HE
JIoiKeH TpeBbimarh 10—15 MammHOMKMCHBIX CTPaHMIIL,
KpaTKUX COOOIICHUH M 3aMETOK M3 MPaKTUKU — 6—8
CTpPaHUIL, JEKINH U 0030poB — 20—25 cTpaHHIL.

Penakiust ocrasiser 3a co0oi MpaBo COKpalaTh U
PEeOaKTHPOBATH CTaThH, HE U3MEHSIS MX CMBICIIA.

K nyOnukanmu B KypHalle MPUHUMAIOTCS OpPUTH-
HaJIbHBIC CTATbH, BHITIONIHCHHBIC HA COBPEMEHHOM Me-
TOAMYECKOM M METOOJIOTMYECKOM YPOBHE, C COOMIOC-
HUEM «DTHYECKUX MPUHIUIIOB MPOBEICHUS HAYIHBIX
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MEIUIMHCKUX HCCIICTIOBAHUH C Y9aCTHEM YETIOBCKa» U
B COOTBETCTBHU C «[IpaBriraMu KITMHIUYECKOM IPAKTUKU
B Poccuiickoii deneparumy, Bce yIOMSHYThIC B padoTe
JIOOM JTOJDKHBI J1aTh MH(MOPMUPOBAHHOE COIIACHE HA
ydacTue B uccieqoBanuu. Hay4ano-nccnenoBarenbckue
MPOCKTHI, TPEOYIOIIUE HCIIOIb30BAHUS IKCIICPUMEH-
TabHBIX JKUBOTHBIX, JIOJDKHBI BBITOIHATHCS C COOIIO-
JICHUEM TPUHINIOB TYMAaHHOCTH, M3JIO)KCHHBIX B IH-
pextuBax EBpomeiickoro coobmectsa (86/609/EEC) n
XeNbCUHKCKOH AeKIIapalnu, B COOTBETCTBUH ¢ «[IpaBu-
JIAMH TPOBEICHUS paboT ¢ MCIIOIB30BAaHUEM 3KCIEpH-
MEHTAaJIbHBIX JKHBOTHBIXY.

Bce MenmkaMeHTBl M M3JIETMS MEIUITMHCKOTO Ha-
3HAYCHUS, HCIIOTIb3yEMbIC B HCCICIOBAHUSIX, JOIDKHBI
UMETh COOTBETCTBYIOIUIYIO PETUCTPALUIO U cepTHdHU-
KaThl.

[Ipu myOnukanmu pe3yabTaToB KIMHUYECKOTO HC-
CIIeIOBaHUs (HAyYHOE MCCICIOBAHHE C yYaCTHUEM ITIO-
JIeH, KOTOpO€e TPOBOAMTCS C IEbI0 OIIeHKH 3P dekTrB-
HOCTH U OE€30IIaCHOCTH JICKAPCTBEHHOTO IIperapara)
HEOOXOIMMO yKa3aHHE Ha Pa3pelIcHue COOTBETCTBYIO-
Iero DTUYEeCKOro KOMUTETA.

[Ipn ynomuHanum hamMuIHii OTACTBHBIX aBTOPOB B
TEKCTE MM JIOJDKHBI MPEIICCTBOBATh WHUIUAIBI (HHU-
nuaibl ¥ GaMIITUU MTHOCTPAHHBIX aBTOPOB MPUBOJISATCS
B OPUTHHAIBEHOU TPaHCKpHIIIHHK). Eciu craThs Hamuca-
Ha OoJee yeM JBYMsI aBTOPAMH, B TEKCTE YKa3bIBAIOTCS
WHHUIUAIBI U (paMIIUS TOJIBKO MEPBOTO aBTOPA, ITOCIIE
KOTOPOM CIIEYET «U COABT.».

B tekcte crarbm OmOmuorpaduyeckue CChUIKH JIa-
0TCs apaOCKuMH mudpamMu B KBaJIpaTHBIX CKOOKax. B
oubnuozpaghuueckuii CNUCOK He cliedyem GKIIOYANb
CCOINIKU HA OUCCEpMAyUOHHble PAOOMbl U ME3UCHL
KOHghpepenyuil, Tak XKaK U PELCH3CHTOB O3HAKOMJIC-
HUE C HUMH 3aTPYIHUTEIHHO.

Taonuusl. B TekcTe cTathy TaOIHIEI PacIoiararoT-
csi B MeCTe IMepBOro ux ynomuHanus. Kaxmas tadmu-
[a reJaTaeTcsi yepes3 JBa MHTepBalia M JOIDKHA UMETh
Ha3BaHME U TOPAIKOBBIN HoMep. Hymeparmio crexyer
BEIMONHATh apaOCKUMH OU(PpPaMH, MOCICIOBATEIHHO,
10 Mepe HUCIOJNB30BaHUs TaOmuI B Tekcte. Kakiblid
cTonbel] B TabHIe JOJKEH UMETh KPaTKUH 3aroJI0BOK
(MOXXHO HCTIONIB30BaTh a00OpeBUarypsl). Bee pasbscHe-
HUS, BKIIFOYAsT paciInppoBKy abOpeBHaTyp, HAIO pas-
MeImars B cHOCKax. HeoOxommMo Bcerna ykasblBaTh, B
KakoM BHUJIE IPEICTaBICHBl B TAaOIUIC IICHTpPATbHBIC
TEHJCHIMH (CpeHss apupMeTndecKas+ommoKa cpea-
HEH ¥ T.I1.), BETHYHHY TIOKA3aTEeNISI CTATHCTHYCCKOM 3Ha-
YUMOCTH. [Ipu Habope mabauy He HAOO UCNOTBL308ANb
CUMBONBL, UMUMUPYIOWUe JUHEUKU (NCces00cpapuKy,
deuc, cumeon noouepkuearus). Hazeanue maonuynt
U npumedaHus K Heil 00aHCcHbl ObIMb nepesedeHbl Ha
AHZUUCKUTL A3BIK.

Hnniocmpayuu (pUCyHKH, CXEMBI, IHArPAMMBI)
pacronararoTcsi B TEKCTE€ CTaTbU B MECTE MX IIEPBOTO
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ynomuHaHus. Hymepanus — apabckumu miudpamu, mo-
ciefoBaTeNbHast, o Mepe ynoMuHauus. Mmoctpanuu
JOJDKHBI OBITH IPEICTABICHBI B 3JICKTPOHHOM BHIC B
¢dopmare *TIF, *JPG (portorpadum — Tompko B hopma-
te *TIF), He MOMKHBI OBITH IEPETPYKEHBI TEKCTOBBIMU
Haanucsamu. Iloanucn K MIUTIOCTpaLMsAM I€4aTaroTCs
yepe3 aBa MHTepBaia. [logmmce K KaXIOM PHCYHKY
COCTOHUT M3 €ro Ha3BaHUS U «IEreHIbD» (0ObACHEHUs
qacTel PUCYHKa, CHMBOJIOB: CTPEJIOK M APYTUX €To Jie-
taneit). B momnucesx k MukpodororpadusM HaIO yKa-
3BIBATH CTCTICHB YBEIUUCHHS, CTIOCOO OKPACKH I UM-
nperHauuu. Hazeanua unniocmpauyuii u npumedanuil
K HUM, IEKCM «J1€2eHObL) 00JIHCHDBL ObIMb NEPEBEOCHbL
Ha QH2UTICKUTL A3bIK.

WnmrocTpamuy, Kak MpaBWIo, ITyONIHUKYIOTCS B
YepHO-0eJIoM BapHaHTe, YTO HEOOXOIMMO YYHTHIBATH
IPU MapKUPOBKE CTOJIOMKOBBIX AMArpaMM U IpadukoB.
Hnmiocmpayuu moeym 6v6ime onyonuKo8aHl 6 Y6emHoM
Gopmame 3a cuem agmopos. ABTOPHI, KeJalONIHe Mo-
MECTHUTh WILTIOCTPALIMK B TAKOM BUJIE, JOJKHBI IIpeiBa-
pUTEIBHO COTNIacoBaTh JaHHBIN Bompoc ¢ Pepakiueil.

Hcemounuk unancuposanus. llpuBoasrcs naH-
Hble 00 MCTOYHHMKE (PUHAHCHPOBaHUS (€CIM UMEETCS).
Hanpuwmep: «Paborta BeinosiHeHa rpu nojaepxxke Poc-
cuiickoro QoHma (QyHIAMEHTAIbHBIX HCCIEJOBaHUI
(rpantbl Ne 97-04-49434 1 00-04-49548)».

Buipasicenue npusnamenvnocmu. Ilocne paspena
«3akiroyeHue» aBTop (aBTOPbI) MOTYT: BBIPA3UTh IpH-
3HATEIBHOCTD 32 HAyYHYIO WIIN TEXHUIECKYTO TIOMOIIb B
CO3JIaHUH CTaThH; NOOJAroAapuTh 3a NPEAOCTABICHHYIO
(PMHAHCOBYIO U MaTE€PUANbHYIO MOJACPKKY C YKa3aHHU-
€M ee XapakTepa; PacKphITh (PMHAHCOBBIC OTHOIICHUS,
KOTOpBIE MOTYT IOBJIEYb 32 COOOH «KOH(MIUKT UHTEpE-
coB» (cM. «KoH(MIHKT HHTEpECOBY).

B sToM pasnene MoryT ObITH HAa3BaHBI JIMIA, BHEC-
LIM€ UHTEJJIeKTYyalbHbIA BKJIaJ] B HAIIMCAHUE CTaThu (C
yYKa3aHUEeM HX POJIM WM XapaKTepa BKJaaa), KOTOPbIH,
OJIHaKO, HE OBbLI JOCTaTOYHBIM Ui BKIJIIOYEHUS UX B
YHCIIO aBTOPOB. XapaKTEPHCTHKA MOXKET OBITh, HAIIPHU-
Mep, CIIEAYIOLIEH: «HAayYHbII KOHCYIBTAHT», «PELIEH3H-
pOBaHHE MPOEKTa HCCICAOBAHUMY, «ydacTHe B cOope
JAHHBIX» MM «y4dacThe B KIMHUYECKOM HCCIeI0Ba-
HUMY». Takne auia JoKHBI JaTh MHCHMEHHOE coriacue
Ha 00HApoOBaHUE CBOMX MMEH. ABTOpPbI HECYT OTBET-
CTBEHHOCThH 3a €r0 TOJIyYeHHE, TaK KaK YUTaTeln MO-
TYT clelaTh 3aKioueHne 00 0100pEeHNH STUMH JIFOAbMU
IPE/ICTABICHHBIX JAHHBIX WM BHIBOJOB CTaThH.

Bubnuozpagpuueckuii cnucoxk mnedatraeTcs uepes
2 uHTepBajia, KaX/blii UCTOYHUK C HOBOW CTPOKH IOJ
HOPSIAKOBBIM HOMEPOM. B cnuicke éce pabomul nepeuuc-
JIAIOMCS 8 NOPAOKE YUMUPOBAHUSA (CCLLIOK HA HUX 8 NeK-
cme), a He no anghasumy hamunuil nepevix agmopos.

He cnenyer Brittouats B Oubauorpadudeckuii cru-
COK aBTOpedepaTbl KaHIUIATCKAX U JOKTOPCKUX IHC-
cepTanuii, Tak KaKk UX OCHOBHBIC PE3YIbTAThl JOIKHBI
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OBITH OIMyOIMKOBaHEI B KypHanax u3 crucka BAK (ato
OJIMH U3 CIIPABEIUIUBBIX CIIOCOOOB YBEIMUCHIUS HMITAKT-
(baxTOopa HayyHOTro )XypHana). Taxke He CleayeT BKITIO-
9aTh B OMONMIOrpadMueCcKuil CICOK TE3HCHI JOKIA/I0B,
TaK Kak JUI PELCH3CHTOB O3HAKOMJICHHE C HHMH 3a-
TPYIHUTEIBHO.

bubnuorpaduyeckuii crmMcok JOKEH CONepkKaTh
B OCHOBHOM CCBUIKH Ha ITyONMKAllUK HE CTapiie 5 JeT.
UYwucno ccputoK Ha Jr00bie myOnukamuu crapiie 10 jer
He MoeT npeBbimars 20 % ot oubmuorpadudaeckoro
cnicka. [IpuBETCTBYIOTCS CCBUTKM Ha CTaTbd, OMyOIu-
KOBaHHEIC B JkypHale «Hedpomorus.

Ilopsadok  cocmagnenus  oOubAUOZPpAPUYECKOZO0
cnucka cnedywowiuii: a) amunua(u) u uHuUyUATB
asmopa(06) Knucu unu cmamou; 6) Hazeanue KHUU
unu cmamou; 8) gvixoousvle dannvie; 2) DOI (Digital
Object Identifier, ynuxansHbli udpoBoit HACHTH(PHKA-
top cratel B cucteMe CrossRef). [IpoBepsts Hamm4me
DOI cnienyet na caiite https://search.crossref.org/. ns
noyueHust DOI Hy)kHO BBECTH B TOMCKOBYIO CTPOKY Ha-
3BaHUE MyOJIMKAIIMY HA aHIITMICKOM si3bike. [TogaBisito-
niee OOJBIIMHCTBO 3apyOeKHBIX JKYPHAIBHBIX CTaTeH U
MHOTHE PYCCKOSI3bIUHBIC CTAThH, OIMyOIMKOBAHHBIC TI0-
cire 2013 ropa, 3apeructpupoBassl B cucteme CrossRef
1 UMeroT yHuKanbHbli DOL

[Ipu aBTOPCKOM KOJUIEKTHBE 10 4 YEIIOBEK BKIIOYH-
TEJBHO YIIOMUHAKOTCS BCE aBTOPHI (C MHUIHAIAMH T10-
cie pamumun. [IpoGersl 1 TOYKH MEXIY HHUIIHATAMHI
He cTaBsircs). [Ipu GoMpIINX aBTOPCKUX KOMJIEKTHUBAX
YIOMHHAIOTCSI TPH IIEPBBIX aBTOpa W ITOOABISAETCS «U
ap.» (B MHOCTpaHHOM nuTepatype «et al.»). B Hekoro-
PBIX CITydasx, KOTIa B Ka9eCTBE aBTOPOB KHHT BBICTY-
MAIOT UX PEAAKTOPHI WIIN COCTABUTENH, ITOCTe (haMUIUN
MOCTICTHETO M3 HUX B CKOOKAaX CIEYeT CTABHUThH «PEI.»
(B mHOCTpaHHBIX cchuiKax «ed.»). Ilocie mHUIMANOB
MOCTICTHETO aBTOPa I MOCIe «H Ap.»/«et al.» cTaBuT-
Csl TOYKA JJIsl TOTO, YTOOBI BBIACTUTh HAYal0 Ha3BaHHUS
cTatbu. Touka 6 Konye noaHo2o onucanus dubauopa-
@uuecrkozo ucmoyHuKa ne CmMasumcsi.

Aemopbl Hecym omeemcmeeHHOCHb 34 NPAGUTIb-
HOCIb 0hopMAEHUA CCHLIOK U, CT1€006AMENbHO, 6O3-
MONHCHOCHb UX KOPPEKIMHO20 PACNO3HABARUS U AGIMO-
MAMU1ecKo20 YUMUPOSANHUA.

Ceviiku na scypnanvuple cmamou. B Oubnuorpa-
(bruecKoM OMHMCAHWU CTAaThU U3 XKypHaja (Iocie ee Ha-
3BaHMs1) TPUBOAUTCS COKPAIICHHOE HA3BAHUC JKypHAIa
(KypcuBOM) 1 4epe3 mpolest Tox n3faHus (MeKIy HUMH
3HAK MPENUHAHKS HE CTABUTCS ), 3aTE€M IIOCIIC TOUYKH C 3a-
sATOH, O6e3 mpobesia — TOM U HOMep JKypHaia (MK, eCliu
npuMeHuMo, — Ne Toma, B ckoOKkax Ne sxypHalia, Takoke
0e3 mpo0ernoB), mocie JBoeTouns 0e3 mpobena cremyeT
yKa3aTh CTPaHUIBI (IEPBYIO H TOCISTHIOI Yepe3 aeduc
6e3 mpobernoB). B onucanmsax crareil u3 xKypHaJIoB, UMe-
FOIIIX CKBO3HYIO HYMEpPAIHIO CTPAHHI] Ha TPOTSHKCHHU
TOMa, yKa3aHHe HOMepa XypHajla HeoOs3arenpHo. Ha-

3BaHUSl OTEUECTBEHHBIX JKYypHAJIOB B OuOmuorpadude-
CKOM CITHCKE CIIeITyeT TIPHBOAUTH B OOIMICTIPHHSATHIX CO-
KpAIIeHHsIX, HHOCTPAHHBIX — B IPHHATHIX B PubMed.

[IpuMep cCchUTKU HA aHTIIOSI3BIYHYIO CTAThIO:

1. Suissa S, Kezouh A, Ernst P. Inhaled corticoster-
oids and the risks of diabetes onset and progression.
Am J Med 2010;123(11):1001-1006. doi: 10.1016/j.
amjmed.2010.06.019

CCBUIKH Ha PyCCKOS3bIYHBIC HCTOUHUKH MTPUBOISATCS
HE TOJBKO Ha SI3bIKE OPHTHHAJTA, HO U HA aHTIHICKOM
S3bIKE. AHINIOS3BIYHAS YaCTh JOJDKHA HAXOAWUTHCS C
HOBOW cTpoKH, 0e3 HOBOro HOMepa. B camom ee koHIle
B KpyIJIble CKOOKH ITOMEIAIOT yKa3aHUE Ha MCXOIHBIN
s3Ik opuruHaiia (In Russ.). doi (mpu Hanu4um) cienyer
YKa3bIBaTh B KOHIIE CCBUIOK.

daMmIMu ¥ MHAUAIB BCEX aBTOPOB U Ha3BaHUC
CTaThU Ha aHIJIMICKOM S3BbIKE CIIAyeT TPUBOJUTH TaK,
KaK OHU JIaHbl B OPUTHHAIBHON IyONMKamuu. YTod-
HUTb JIaHHbIE MOXKHO Ha caiite HayuHoil a5ieKTpoHHOMN
oubauoreku (https://elibrary.ru/) wam coOCTBEeHHOM
caiite )xypHasia. HazBanue »ypHasa JIOJ’KHO COOTBET-
CTBOBAaTh BapHaHTY, 3apeructpupoBanHoMy B ISSN.
MHorue caiiTbl )KypHaJIOB pa3MellaloT Ha CBOUX CTpa-
HUIIAX YK€ TOTOBBIE CCBUIKH IS IUTHPOBAHHUS (PyCCKO-
U aHrosseraHele). [locne Ha3BaHMA KypHana — BBIXOJI-
HBIC JaHHBIC (CM. BbIIIe). Eciy opuruHambHEIH mepeBos
METaJaHHBIX Ha QaHITMACKHUH A3BIK [0 KAKMM-TO [IPUYHU-
HAM HEIOCTYIICH, CICIAYeT BEHIMOIHHUTH MEPEBOMI CaMo-
cTosiTenbHO. [IpaBmiIbHOCT IIepeBoia SBISCTCS OTBET-
CTBEHHOCTBIO aBTOPOB.

[Ipumep CCBUIKM Ha PYCCKOSI3BIYHYIO CTaThlO MpPHU

HaJUYUH AHIIOA3BIYHBIX JAHHBIX B UCXOJHOM TEKCTE U
doi:

1. Myxun HA, Bornanosa MB, Pamees BB, Ko3nos-
ckas JIB. AyToBocrnamuTenbHble 3a00JI€BaHUS U ITOpa-
seHus nouek. Tep apx 2017;89(6):4-20. doi: 10.17116/
terarkh20178964-20

Mukhin NA, Bogdanova MV, Rameev VV, Ko-
zlovskaya LV. Autoinflammatory diseases and kidney
involvement. Ter arh 2017;89(6):4-20. (In Russ.) doi:
10.17116/terarkh20178964-20

[Ipumep ccbUIKM Ha PYCCKOSA3BIYHYIO CTaThIO,
omyOIMKOBaHHYIO B )kypHane «Hedpomorus»:

1. Haroumn IOB. He¢pomorus u dynnamen-
TanpHas Hayka. Hegponozus 2012;16(1):9-21. doi:
10.24884/1561-6274-2012-16-1-9-21

Natochin YuV. Nephrology and fundamental sci-
ence. Nephrology (Saint-Petersburg) 2012;16(1):9-21.
(In Russ.) doi: 10.24884/1561-6274-2012-16-1-9-21

Touxa 6 KoHye norHo2o onucanus obubnuocpagpuye-
CKO20 UCMOYHUKA He CIASUMCSL.

Ccoviika nHa knuzy. B oubnuorpaduueckom omuca-
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HUM KHUTH ([IOCJIC Ha3BaHUs) MPUBOMATCS Ha3BaHUE
U3IaTeIbCTBA, TOPO, TON M3TaHU (BCE Yepe3 3aIITyIo
1 TIpo0eIT), oCIie TOUKHU ¢ 3alsTol yepe3 mpobdern — Ho-
Mepa CTpaHHIl 4epe3 Ae(uc, Ha KOTOpBIE KOHKPETHO
CChUIAETCS aBTOp (MM yKa3zaHUE OOIIero KOJMYEeCTBa
CTpaHHII B KHHUTE, €CITH CChUIKA JaCTCS Ha HEE B IIEJIOM).
Eciu ccpuika aercsi Ha IaBy M3 KHHMI'H, CHadala yIo-
MHUHAIOTCS aBTOPHI M HAa3BaHUE TIIABHI, IIOCIIE TOUKH — C
3arnaBHON OyKBBI cTaBUTCS «B:» («In:y») u pamummsi(u)
aBTOpa(OB) WM BBICTYIIAIOIIETO B €r0 KaueCTBE pelaK-
TOpa, 3aTeM Ha3BaHHE KHUTU M BBIXOIHbBIC TaHHBIC €e.
Ha3Banme KHUTH BBIAENSETCS KypcHBOM. B KkoHIC B
KPyIJIbIe CKOOKH IMOMEIIAIOT YKa3aHHe Ha HMCXOMHBIN
si3pik opuruHana (In Russ.).

IIpumepst:

1. Bonomn AU, Cy66otun FOK. boresns u 300-
posbe: 06e cmoponsl npucnocobnenus. Mennimaa, M.,
1998; 5-17

Voloshin Al, Subbotin JuK. Disease and health: two
sides of the adjustments. Medicina, M., 1998; 5-17 (In
Russ.)

2. Hoznmpaue AJl. dyHKIMOHATBHAS MOPQOIOTHS
cepreuHo-cocyauctoi cucremsl. B: Hazos EU, pex. bo-
Jle3HU opeanos Kposoobpauenus. Meauiaa, M., 1997;
8-89

Nozdrachev AD. Functional morphology of the
cardiovascular system. In: Chazov El, ed. Diseases of
the circulatory system. Medicina, M., 1997; 8-89 (In
Russ.)

3. Ringsven MK, Bond D. Gerontology and leader-
ship skills for nurses, 2nd ed. Delmar Publishers, Al-
bany (N.Y.), 1996; 44-50

4. Phillips SY, Whisnant YP. Hypertension and
stroke. In: Laragh YH, Brenner BM, eds. Hypertension:
pathophysiology, diagnosis and management, 2nd ed.
Raven Press, New York, 1996; 465-478

Kongpnuxm unmepecog. B cooTBeTcTBUU C pPEKO-
MeHIAIHAMI MeXTyHapoIHOTO KOMHTETa PEIAKTOPOB
MEIUIMHCKUX KypHanoB [International Committee
of Medical Journal Editors. Uniform requirements for
manuscripts submitted to biomedical journals: writing
and editing for biomedical publication. URL:http://
www.icmje.org/index.html (Updated April 2010)] koHn-
(IUKT MHTEPECOB, KACAIOIIMICS KOHKPETHOH PyKOIHU-
CH, BOBHHKACT B TOM CJIy4ae, €CJIM OJUH U3 YYACTHHKOB
mpoliecca PereH3NPOBAHUS WU ITyOIUKAIlMU — aBTop,
PELEH3EHT WIIM PEeJaKTOp UMeeT 00s3aTeNbCTBa, KOTO-
pBle MOITH OBI MTOBIHSITH HA €T0 WM €€ MHEHHE (Iaxe
€CIIM 9TO M HE NPOMCXOAUT Ha caMoM Jielie). PuHaHco-
BbIC OTHOIICHUS (HAIIPHMEp, CBSI3aHHBIC C IPUEMOM Ha

paboTy, KOHCYIBTALUSAMY, BIaJICHUEM aKIIUAMH, BbITLIa-
TOW TOHOPAPOB M 3aKIIOUCHUSMH SKCIIEPTOB), MPSIMBbIC
WK Yepe3 OMM3KUX POJACTBEHHUKOB — Haubouiee yacTas
MIpUYHHA BO3SHUKHOBEHUs KOH(IHKTAa MHTEpecoB. TeM
HE MEHee BO3MOKHBI M IPYTHEe MPUYUHBIL: TUYHBIC OTHO-
[ICHUS, HAYYHOE COMEPHUYECTBO U MHTEIUICKTya bHBIC
MIPUCTPACTHSI.

JloBepue 00IIECTBEHHOCTH K IPOLIECCY PELCH3HPO-
BaHUS M JOCTOBEPHOCTHU MyOIMKYyEeMbIX CTaTeH YacTHy-
HO 3aBHCHUT OT TOTO, HACKOJIBKO YCIICIIHO MpodieMa
KOH(JIMKTa MHTEPECOB peliaiiach BO BpeMsl MX Hallu-
CaHMs, PCLCH3WPOBAHHMSI W penakTupoBanus. llpen-
B3SITOCTh B CTaTbe YacTO MOKHO BBISIBUTH M YCTPaHUTh
IIPH TIIATEIFHOM U3yYCHUH HCIONB30BAHHBIX HAYYHBIX
METO/IOB U BBIBONIOB. [IpenB3aTocTs, cBsi3aHHYIO C (u-
HAHCOBBIMH OTHOIICHUSIMU H VX BIMSHUSIMH, BBELIBHTH
ropasfo TpygHee. YYacTHHKH IIpoIlecca pPELeH3HPO-
BaHMS U IyOIMKAIMU TOJDKHBI COOOINATh O HAIUIUU
KOH(IIMKTA HHTEPEeCcOB. JTa HHPOpManus JOIKHA OBITh
JOCTYIHOHM, YTOOBI MOXKHO OBLTO OLCHHTH CTEICHB
BIMSIHUA ATOTO KOH(piuKkTa. XypHan «Hedponorus» He
MPUHUMAET CTaThd OT aBTOPOB, UMCIOMIMX KOH(MIUKT
WHTEPECOB.

Ilopsiook nyonukayuu cmameit. Kak mpasuio,
CTaThH, HANIPABJICHHBIC B KypHAJI, TyOJIUKYIOTCS B TIO-
psinke nocryruieHus B Penakuwmto. [Ipu npoyux pagnvix
VCA08UAX NOONUCYUKU (MO NPedOCmABNIeHUI0 KCepo-
KOnuu noonucHo2o aboneMeHma) umeiom npaso Hd
nepgoouepednoe pasmewjenue mamepuanos. Ilpn 3tom
MIPEUMYIIECTBO OTIACTCS JOKTOPAHTaM, acllUpaHTaM U
COMCKaTelsiM B TOM Cllydae, €ClId OHHU SIBJISIFOTCS IO
MMUCYMKAaMU JKypHana. Taxke BHE ouepean MOTYT OBITh
OIyOJIMKOBAHBI CTaThH, TOJATOTOBIICHHBIC 10 3aKa3y Pe-
Jakiuu KypHana «Hedpomorus.

ITnama 3a nyonuxayuio. 1lpu coOMIONCHUY BCEX BbI-
nrenepeuncieHHbx [IpaBr myOmuKaIis cTaTbl B Kyp-
Hane «Hedpororusy» sBisieTcs OecruiaTHON 7Sl aBTOPOB
1 YUpEKICHHUHN, B KOTOPBIX OHH paboTatoT. Pepakimst Mo-
JKET MOTPeOOBaTh OIJIATy B CIACAYIONIHNX CITydasX:

1.  3a myOnuKanuio MBETHBIX WILUTFOCTPAIIUN.

2. Ilpu GonmpIIOM KOIWYECTBE MILTIOCTPATHBHOTO
Marepuaa (CBbIIE 8 WILTIOCTPAIUi).

3. 3a myOnuKanuio cTarei, HOCAIIMX PeKIaMHBIN
Xapakrep.

WNudopmanus o mOJIMTHKE KYPHAJIA, BKIIIOYAS DTH-
Ky MyONHKAaIWid, peleH3upOBaHUE U PEIAKTUPOBAHHE,
aBTOPCKOE TIPaBO U Mpoyee, MOAPOOHO pa3MelieHa Ha
caiite https://journal.nephrolog.ru/ B cOOTBETCTBYIO-
meM paszene (cM. pasznen «O xypHane» — «llomuTnka
JKypHaa).

Appec pegakuuu: 197101, Cankr-MeTepOypr, yn. Jibea Toncrtoro, A.17,
NCMN6rmMmy wm. akan. U.M. Naenoea, kopnyc 54, xxypHan «<Hedponorus».
TenedoH: (812) 338-69-01; dpakc (812) 338-69-15
E-mail: journal@nephrolog.ru
nHtepHeT-canT: http://journal.nephrolog.ru
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OBPA3EIL] COITPOBOJUTEJIBHOI'O ITMCBMA
(pa3meriieH Ha caiTe http:/journal.nephrolog.ru)

PekBU3UTHI HANPABIISIOLIETO YUPEKICHUS ['maBHOMY penakTopy
KypHana «Hedponorusn»
npodeccopy A.B. CmupHOBY

COHpOBOI[I/ITeJ'IBHOC IHUCHbMO K Haquoﬁ CTaTbC

Hanpasnsiem nHayunyto ctatbio (PO Bcex aBTOpOB, HA3BaHUE CTATbU) AJIs OITyOJIMKOBAHHUS B )KYP-
Haze «Hedponorus» (ISSN 1561-6274), sxoasiieMm B [lepeuens xkypHanoB, pekomeHa0BaHHBIX BAK
MunoOpnayku PO myist myOnukanuy 0CHOBHBIX MOJOXKEHUN AUCCEPTAIIMOHHOTO UCCIIEIOBAHMS.

HacrosiimuM nucbMoM rapanTupyeM, 4To pa3MellleHne HayqHoH cTaThi B KypHaie «Hedpomorus»
HE HapyllaeT HUYbUX aBTOPCKUX MpaB. ABTOPBI TaKkKe T'apaHTUPYIOT, YTO CTaThsl CONEPKUT BCE
MIPEIyCMOTPEHHBIE JCHCTBYIOLINM 3aKOHOIATEILCTBOM 00 aBTOPCKOM MPaBe CChUIKH Ha IUTUPYEMbIX
aBTOPOB M M3/IaHUs, a TaKXKe HCIONIb3yeMbIe B CTaThe PE3YyNbTaThl U (PAKTHI, MOTYyYEHHBIE JIPYTHUMU
aBTOpaMH WM OpraHu3alusMu. ABTOPBI HECYT OTBETCTBEHHOCTH 3a HayyHOE COZEp)KaHUE CTaTbU U
rapaHTUPYIOT OPUTHHATIBHOCTH MpeocTaBiIsieMoro Marepuana. CTaresi HE BKIIOUAET MaTepHalbl, HE
TMOJIeKAIIE OMyOMTMKOBAaHUIO B OTKPBITOM 1e4aTH, B COOTBETCTBUU C ICHCTBYIOIIUMHI HOPMAaTUBHBIMU
aKTaMH.

Hanpasnsist pykornucs B xkypHani «Hedponorus», aBTopbl, TEM caMbIM, COTJIAIIAIOTCS Ha Mepeaady
KypHaJTy aBTOPCKHX IpaB B 00bEME U Ha YCIIOBHIX, U3JIOKEHHBIX B [IpaBuiax st aBTOpPOB KypHauia
«Hedpomorusy.

ABTOpBI IEpeaOT Ha BECh CPOK JCHCTBUS NCKIIOUUTEIBHBIX MpaB )KypHaty «Hedpomorus» mpa-
Ba Ha UCIOJB30BaHUE HAYYHOU CTaThU MyTEM €€ BOCIIPOU3BEICHUS, UCIIOIB30BAHUS HAYYHOU CTaTbU
LETUKOM W (parMeHTapHO B COUETAHUU C IFOOBIM TEKCTOM, GOoTOrpadusiMu WIH PUCYHKAMH, B TOM
YHClie MyTeM pa3MellleHus MOTHOTEKCTOBBIX CETEBBIX BepcHii HoMepoB Ha MIHTepHeT-caiiTe xKypHaia
«Hedpomorusy.

ABTOpPBI B COOTBETCTBMM cO CT. 6 @DenepanbHOro 3akoHa «O TMEPCOHATBHBIX JAHHBIX» OT
27.07.2006 r. Ne152-@3 coracHbl Ha 00pabOTKy CBOMX NMEPCOHAIBHBIX JaHHBIX, @ UMEHHO: (amu-
TUsl, UM, OTYECTBO, YUeHasl CTENeHb, YUeHOE 3BaHHe, JOKHOCTh, MecTo(a) paboThl u/miu olyue-
HUSl, KOHTaKTHas MHQOpMaILUs MO0 MecTy paboThl W/uiu o0y4YeHHs], B LESIX OMyOIMKOBAaHUS Mpe-
CTaBJICHHOM cTaThu B xypHane «Hedpomorusy.

ABTOpBI MOATBEPKAAIOT, YTO HATIpaBIIIeMas CTaThsl HUTJIE paHee He Obula omyOnMKoBaHa, HE Ha-
MIpaBIIsIach U He OyJeT HaMpaBIATHCA Ui OMYOIMKOBAHUS B IPyTrHUe HAy4YHbIE U3AaHUs 03 yBEIOM-
nenus 06 atom Penakium sxxyprana «Hedpomorusy.

Taxoke ymocToBepsieM, UTO aBTOPHI HAYYHOH CTaThy corviacHbl ¢ [IpaBunamu 17151 aBTOPOB, YTBEPIK-
neHHbIMu Penakuueii xypHana «Hedpomorusy».

[Tepenncky Bectu ¢ (PHO)

[TouToBBIIT aapec:

Tenedon:

E-mail:

ABTOpHI cTaThy: (JIMUHbBIE MOANKCH BCEX aBTOPOB CTATHH)

PykoBoautens yupexaeHus
Kpyrnas neuats yupexaenus
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