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20 aBrycra 2021 r. B Cankr-llerepOypre ObLa
NPOBEJEeH KPyribli cToil «OCHOBBI MUTAHUS U KOP-
pekiuu Metabonuueckux Hapymenuid npu XbID». B
3acefaHuM MPUHSUIM Y4acTHE BeAyllUe CHelua-
ctbl Cankr-IlerepOypra: mpod. A.I. Kyuep, npod.
A.Ill. PymsHUEB, cTaplInii HAay4dHBIH COTPYIHUK
HUU nedponorun IICIIBIMY um. W.II. Ilasno-
Ba O.H. bepecHesa, crapmmii Hay4yHBIH COTPYIHUK
Wucturyta ¢usmonornn um. W.II. IlasnoBa PAH
I'T. UBanosa, E.B. I'puropssH — Bpau-mueTosor-
Hedponor oraenenus remoauanusa HUUM nedpono-
ruu [ICII6I'MY um. U.I1. [1aBnosa.

[IporpaMma Kpyrioro croja BKJIIOYaja B ceOs
00Cy)XJieHHe BOMPOCOB HAPYIICHWH MUTAHUS U UX
B3aMMOCBSI3H C KJIMHUYECKUMH U NAaTOPHU3HOIOTHYE-
ckuMu nposiBieHuAMu XbII, a Takke 0OCHOBHBIX Me-
TOJIOB KOPPEKIMH.

ITpod. A.I. Kydep BblcTymwI ¢ AOKJIagoM Ha
temy «Jleuebnoe nuranue npu XbBII. Ilepeocmsic-
JIEHWE TPEXHHUX BO33PEHUI U HEKOTOpbIE HOBBIE Ha-
npasieHus». OH HallOMHWII 00 OCHOBHBIX JTarax
POrpaMMBbl JI€4€OHOTO MUTAHUS B 3aBUCUMOCTH OT
craguu XbII, ckoHueHTpupoBaBLIUCH HA 3—5 cTaau-
ax 3abosneBanus. 1lo ero MHEHHIO, OCHOBaHHOMY HE
TOJILKO Ha pe3yJbTaTax MOCIEIHUX MEXKIYHAPOIHBIX
pEKOMEHIalluil ¥ MHOTOLEHTPOBBIX HCCIIEOBaHUI,
HO M COOCTBEHHOMY OOraroMy KIMHUYECKOMY OIIbI-
Ty, OCHOBHBIMH HallpaBJICHUSIMU B 3TOT NEPHOJ SIB-
JSIFOTCS: YMEHBIIEHUE KBOTHI Oelka, hocdopa, Kaus

W HaTpus IPHU TOCTAaTOYHOM MOTPEOICHUH SHEPTUH,
BUTAaMHMHOB ¥ MUKPO3JIEMEHTOB, & TAK)KE KOPPEKLHSI
MeTaboiauyeckoro anuaosa. OH MpencTaBuUil CXEMBI
MEXaHM3MOB Pa3BUTHS HHTPATIIOMEPY/ISIPHON TUIEep-
TEH3UH NpU M30BITOYHOM TNOTpebIeHun OesKa ¢ mu-
LIei, a TakKe NpeiCTaBui COOCTBEHHbIE JaHHBIE 00
n3menenusx yposua CK® y 310poBbIx 10OpOBOIIB-
LIEB [IPH Pa3IMYHBIX BApHAHTaX U30BITOYHOTO HOTpe-
Onenus Oenka ¢ nuieil. JleueOHOe MUTaHNE, HE3ABU-
cuMo ot 3tuosoruu XbIl, nomkHO ObITE HanpaBIEHO
Ha TOJIEPKaHUE ONTUMAIbHOIO COCTOSHUS MUIIEBO-
ro craryca, NpoQUIaKTUKY ¥ KOPPEKLUHUIO MeTadou-
YECKUX HApYIIEHUH W OCIOKHEHMH TepMHHAJIBHOU
MOYEYHOI HEIOCTaTOYHOCTH, YBEJIMUCHHUE MIPOIOIIKHU-
TEJILHOCTHU MPEAINAIN3HOTO Neproa 3a00IeBaHMs.

B nacrosiee Bpems y nauuenton ¢ XbII ucnomis-
3yI0T 4 TUNA JUET: CTaHAApPTHYIO THMa croia Ne7,
MasIo0€JIKOBY10, HU3KOOEGIKOBYIO U BEreTapHaHCKYIO
(6o ee Bapmanuu). OHU pa3IUYArOTCS MO COIEP-
KAHUIO M KauecTBy Oenka, KonmuecTBy docdaToB u
Ha ONpENEeIEHHOM dTare J0JDKHBI ObITh 00OTalleHbI
KaJbLIMEM, COCBBIM M30JISITOM, KETOAHAJIOraMy He3a-
MEHHMMBIX aMHUHOKHCIIOT, JOCTaTOYHBIM KOJIMYECTBOM
Kesesa u Butamuna B . K Gnaronpusatabiv a¢Qdek-
TaM COEBOI0 HM30J5ITa OH OTHEC YBEJIMYECHHE KOH-
LEHTpalrMy HE3aMEHUMBIX AMHHOKHCIOT B KPOBH,
yBEJIMUCHUE CHHTE3a ajJbOyMHHA, KOPPEKLHUIO MeTa-
Oonmyeckoro anuao3a, runepdocdaremMun, runepka-
JIMEMUH, YITy4lIeHUe JTUIUAHOTO CIIEKTPA.

99



Hedponorus. 2022. Tom 26. Ne1. ISSN 1561-6274 (print)

Nephrology (Saint-Petersburg). 2022. 26(1). ISSN 2541-9439 (online)

brimo orMmedeno, uto Ha 3Tame 4-5 craguii XbII
OTMEUYEHHBIX 3PPEKTOB TOIBKO COCBOTO M30JIATA YIKE
HEI0CTAaTOYHO ¥ HEOOX0IMMa, TI0 CyTH, 3aMECTUTEIb-
Hasl Tepamusi KeTOaHAJIOTaMH aMHHOKHCIOT (IIpera-
pat «Ketoctepum» pupmer «Dpesennyc Kadbu [oitda-
maug ['M6X»), mpuMeHeHne KOTOPBIX COIPOBOXKIA-
eTCSl CHIDKEHHEM YPOBHEH ypeMHUYeCKHNX3 TOKCHHOB
u runepdochareMnun, yBeIUIeHUEM KOHIICHTPAITHH
HE3aMEHUMBIX aMUHOKHCIIOT B KPOBH, YBEIWYCHH-
€M CHHTEe3a albOyMHHA, YIy4IIeHHEM MeTabomm3Ma
TTIOKO3BI ¥ KOPPEKITHe HHCYTHHOPE3NCTEHTHOCTH U
MeTaboINYeCKOTO alna03a.

Bonbiioe BHIMaHNE OBIIO Y/IEIEHO BIUSHUIO pac-
TUTEIIBHOM TUETHI Ha 3aMe JIEHUE TIPOTPECCUPOBAHNUS
XBII, Tak KaKk ee IPUMEHEHHUE CIIOCOOCTBYET CHIDKE-
HUIO BBIPA0OOTKH aMMHaKa U YPEMHUIECKUX TOKCHHOB,
BHYTPUTIIOMEPYJISIPHOTO JaBIeHUSI (CHHEPTHU3M C
naruouropamu PAAC u HaTpHii-TITIOKO3HOTO TpaHC-
mopTepa), YMCHBIICHHIO 00pa30BaHMs HEKEIATeIIh-
HBIX METa0OJMTOB MHKPOOHWOTHI KHUIIEYHWKA, CHH-
YKCHUIO KUCIIOTHON Harpy3kH, Harpy3ku ¢ochopom,
0oJee BBICOKOMY TIOTPEOJICHHUIO MUMIEBHIX BOJOKOH,
OJIaronpUATHOMY BIHUSHHIO Ha METa0OJM3M Kajus,
MPOTHBOBOCTIAIUTENBHBIM W aHTHOKCHJAHTHBIM 3(h-
dhexram.

K oTHOCHTETBHBIM HEMOCTAaTKaM MOKHO OTHECTH
PUCK pa3BUTHA OEITKOBO-dHEPTeTHUECKOW HEIOCTa-
TOYHOCTH, OOJiee BHICOKMI NIMKEMHUYECKHUN HMHIEKC,
TUTIepKaJNeMHIo, Ooee HU3KHE BKYyCOBbIE KayecTBa
pammoHa. Bece »TH HemoCTaTKu HUBEMHPYIOTCS TPU
peryaspHOM HAONIOACHWW TMalMeHTa JIUETOJIOTOM-
Hedpororom.

[Ipod. A.ILL. PymsHIIEB B CBOEM TOKJIAIE OCTAHO-
BUJICSI HA BOTIPOCAX OXKHUPEHUS y OOIBHBIX, TTOTydato-
IIUX JIEYCeHHE TeMOINaIn30M. PacipocTpaHeHHOCTh
storo cunaapoma B CIIA cocrasnser okoio 30%, B
ctpanax EBpocoroza — oxomo 50 %. B Poccun MmuOTO-
IIEHTPOBBIX MCCIENOBAHMNA Ha ATy TEMY HE TPOBOH-
J10Ch. B OONBIIMHCTBE clTydaeB HAINYHE W30BITOTHON
Macchl TeJa y INaJH3HOTO MalMeHTa pacCMaTpuBaeT-
cs Kak 0yaro, Kak MpOTHBOTIONOKHOCTh CapPKOTICHUN
M KaxeKCHU. JTO HEBEPHO, TaK KaK OMHCAaHO, HAIPH-
Mep, capkoreHudeckoe oxupenue. [TyOnukamum Ha
JAHHYIO TeMY JOCTaTOYHO TPOTHBOPEYHBHI, U MHe-
HUS aBTOPOB KOJICOITFOTCSI OT TEOPHUH «OOPATHOM AITH-
JIEMHUOJIOTHH» IO BOCTIPUATHS OXHUPEHWS Kak Tpa-
JTUITIOHHOTO (haKTOpa PHCKa CepIedHO-COCYAMCTHIX
3a005eBaHMH.

s Toro, 9TOOBI YCTPaHUTh Pa3HOTIACHS TT0 JaH-
HOMY BOIIPOCY, IIpeJjIaraeTcsi TOBOPUTh O (PEHOTH-
max OXXMPEHUs, B YACTHOCTH, 00 OKUPEHWUH C HOP-
MaJbHOW Maccoi Temna (yBEIWUYEHHUE JOTH KHUPOBOM
Macchl TeJla TPH HOPMAJTbHOM MHJEKCE MACChI TeJa),
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MeTabOINYeCKH 3I0POBOM U HE3TOPOBOM OXKUPEHHH.
Bwmecte ¢ Tem, HET €TMHOTO KPUTEPHAITBHOTO MTOIXO-
Ja K uX BbIAeNeHno. [lo JaHHBIM aHaIM3a OTHOCH-
TEJIHHO HEOOJBIIIOH TPYTITEI MAITUEHTOB U3 JBYX JHa-
T3HBIX TeHTpoB Cankt-IleTepOypra, mpemioxkeHo,
Ha ocHoBaHuM UMT, oTHOILIIEHHS OKPY>KHOCTH TaJIuu
K OKPY’KHOCTH OeJiep M JTOJH XKUPOBOW MacChl Tena,
M0 JTaHHBIM OWOWMITEZJAHCOMETPUH WM KaJUIepo-
METPHH, BBHIJIEIATH 3 (EHOTHIIa OKUPEHUS: C HOP-
ManbHbiM UMT, BucniepasibHOE ¢ HOpMaibHBIM IMT
u BUclepasibHOe ¢ yBenuueHHbIM UMT. Tlocnennuit
BapHaHT aCCOIMHUPOBAH C HAJMYHWEM HEaJTKOTOIHHOU
KUPOBOW OOJIE3HM JIEYeHHE, 1 UMEHHO OH aCCOIIHH-
pPOBaH C HEONATONPHUSATHBIM CEPACYHO-COCYANCTHIM
mporao3oM. OCHOBHOW MIPUIMHON OXKUPESHUS y 0O0JTh-
HBIX Ha TeMOJINAJIN3€ aBTOPHI CUUTAIOT U30BITOYHYIO
KaJIOPUMHOCTH TUTaHus. iIMeeTcst B BUIy TO 0OCTOS-
TEJHCTBO, YTO BPAYM PACCUUTHIBAIOT KAJIOPHIHOCTH,
WCXOJISl M3 pealbHOW MacChI Tela, TOoTr/a Kak CTaHaap-
TH3WPOBATh €€ HYXXHO Ha WACalbHYI0 MaccCy Tea.
OCHOBHOW TTPUYMHOHN TaKOH METONMUYECKON OMIMOKH
SIBIISIETCS] OTCYTCTBHUE TNETOJIOTA B OONBITUHCTBE M-
ANM3HBIX OTJENIEHUI CTPaHbI.

Crapmmii HaywHbIH coTpynauk HYUU nedpomornn
[ICII6OI'MY nwm. akan. W.II. [TaBnoBa O.H. bepecnena
BBICTYTIHJIA ¢ MoKianoM «llorpebmenne comm u Oen-
Ka: BKJIQJ B PEMOJICIMPOBAHNE MHOKapaa y MIIEKO-
MUTAIOMINX Pa3HBIX BUAOB». CTOWUT OTMETHTH, YTO
AKCIIEpUMEHTATBHBIC pa0OTHI B 001acTH HEPPOIOTHH
SIBJISTFOTCST BXKHBIM TprHopuTeToM B padore HUU ne-
¢dpomorun TICIIGI'MY um. akan. W.I1. ITaBmosa, co-
TPYIHUKH KOTOPOTO MyONHKYIOT JTBUHYIO JOMIIO pe-
3yJABTAaTOB HKCTIEPUMEHTAIBHBIX pa0oOT Ha ATy TEMY B
Poccun.

Xopo11o N3BECTHO, YTO BHICOKOE MOTPEOIeHNE Ha-
TPHSI MOYKET OKa3bIBaTh MMOBPEXKIAIOIIEE BO3ICHCTBIE
Ha CepIeYHO-COCYIAHCTYI0 cucTeMy. OHaKo y 3HAYH-
TETBHON YacTh JIonmel W 71a00paTOPHBIX KUBOTHBIX
Tako A((HEeKT MOXKET HE TPOSBIATHCS OYCHB IOJTO
(peHOMEH combpe3ncTeHTHOCTH). M maxe ecnu mmo-
TpeOJcHNe HATPHs BEIHMKO, TO IMOOOYHBIC A(PPEKTHI
TaKoTO THUINEBOTO TOBEJCHNS B 3HAYUTEIHHON Mepe
HE3aBHCHUMEI OT aprepuaibHoro masieaus (AJl). Oto
OTHOCHTCSI M K PEMOJICITMPOBAHNUIO MHOKap/a, BO3HH-
KaloIeMy TIpH BBICOKOM TIOCTYIUICHHH ITOBapEHHOU
conu ¢ nuuied. Bo3amMoxHO, onpesesnieHHyo posib B
MpoIiecce PeMOJISIMPOBAHMS UTPAET aKTHUBALIUS Pa3-
JIUIHBIX TIPON(EePaTUBHEIX, MPOGUOPOTHUECKUX U
MIPOBOCTIAIUTENFHBIX TUTOKWHOB, CHTHAJBHBIE ITyTH
KOTOPBIX B TOW WJIM MHOW MEpe acCOLMUPOBAHbI WUIIU
KOHTPOJTUPYIOTCS W3MEHEHWSIMH OKCIIPECCHU  psiza
HyKJIeapHBIX (haKTOpOB TpaHCKpUMIMHU. B HacTosmiee
BpeMs CyIIECTBYeT JOCTaTOYHO CBHIETENHCTB TOTO,
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9TO TIPOIYKTHI U3 COCBBIX 00O0B TIPOTHBONCHCTBYIOT
pocty AJl u pazsuturo [JDK, BbI3BaHHOW pa3sHBIMHU
My TMU. Pe3ynbrarel HacTosImeH paboThl MOKHO CUH-
TaTh TOATBEPKAEHUEM TOTO, YTO COEBBIE TPOIYKTHI
MIPOTHUBOICHCTBYIOT PEMOIECTIMPOBAHHIO CEP/IIIa, B TOM
YHCIIe, Pa3BUTHIO THITEPTPOGHH JIEBOTO JKETyA0IKa.

Pabora, pe3ynapraThl KOTOpO# cooOImiIa TOKIa-
guila, ObIJIa BBITTOJIHEHA Ha KpbIcaXx croka Wistar u
muann SHR, a Taxke sBanckux Makakax (MHcTHUTYT
MEIWIIMHCKON TIPUMATONOTHH, T. AJyiep), IMOydaB-
[IUX CTaHAAPTHBIC PALIMOHBI M PAIMOHBI C BBICOKHM
coJiep kaHreM noBapeHHo# comu. Kpome toro, nccie-
JIOBAJIM BITUSTHAE Ha CEPIIEYHO-COCYIUCTYIO CHCTEMY
Yy 9KCTIEPHUMEHTAIBHBIX JKUBOTHBIX BBICOKOCOIEBOTO
paryoHa B COYETaHNH C COEBBIM OEITKOBBIM H30JIITOM.

V xpseic muann Wistar 1 SHR, momy4aBmmx pa-
1IHOoH ¢ 8 % conep’kaHueM IMOBapeHHON COJIH, He ObLT
BBIsIBIICH pocT AJl. OmHako, MO JaHHBIM CBETOBOM
MHKDPOCKOTIHH, OOHapykeH moauMopdu3Mm sgep u
TUNepTpodus KapIHOMHUOIMTOB, TEPUBACKYIISIPHBIN
¢hubpo3, yBenmnueHNE TOJIIUHBI CTCHKHA apTEepHil 3a
CYeT TUIEPTPO(PHUH TIaTKOMBIIIEYHBIX KIETOK, Ba-
Kyonu3anus TIaJKOMBIIIEYHBIX KIETOK. JlaHHBIE
AIIEKTPOHHOW MUKPOCKOIINK TIO3BOJIMIIA  BBISIBUTH
(heCTOHYATOCTh CapKOJIEMMBI, HaOyxaHHE Kapauo-
MHOIINTOB ¢ 00pa30BaHWEM BaKyoJIed, COIEpIKaIIiX
AIIEKTPOHHO-TUIOTHBIE BKIIIOYCHHS, TPU3HAKHA JIe-
3UHTETPAllUN W HAPYIICHNS YKIAAKH MHO(QHOPHILI.
[Ipu BBICOKOCOTIEBOM paltmoHe MHO(DHOPHILIBI pac-
MOJIaTajIiCh PHIXJIO W BOJIHOOOPA3HO, MUTOXOHIPUN
mpuoOpeTaNm MeHee TPaBWIbHYI0 (hopMmy. Y KphIC,
nony4aBmmx 8 % comu B couetannu ¢ MBJl coeBoit
JUETOHN, MaHHBIC YIABTPACTPYKTYPHBIE W3MEHEHUS
OB BBIPAaXXEHBI B MEHBIIIEH cTerneHn. CoXpaHsIiCh
nmapajuienbHas yKJIagka MAOGUOPHUIUT U TIpaBUITHHAS
dhopma mutoxouapuit. [Ipn aTom, y kpeic Wistar, 1mo-
Ty4yaBImnX 8 % CONU B paIlfioHe, YPOBEHb SKCITPECCHN
reHa NFkB B muokapze B 3,4 pa3a ObLT BBIIIIE, YEM B
KOHTPOJILHOM TpyIIIie. YPOBEHb HKCIIPECCUU I'eHa HY-
KJleapHOTO (hakTopa TpaHCKPHIIIMHU KB B TKaHM MUO-
kapna y kpeic SHR, monyuaBmmx 2 mec pannoH ¢ 8 %
conepkaareM NaCl, okazascs B 33 paza BeIIIe, 4eM y
KUBOTHBIX Ha HOPMOCOJIEBOM paIfoHe.

Kak n B ompITax Ha KpbIcax, y SBaHCKHX Makak,
MOJTy9aBIIAX 12 MeC pamuoH ¢ BRICOKUM (8 T/KT Mac-
CBI T€Ja B CYTKH) CO/IEpKaHUEM XJIOpH/a HATpHsI, He
OBIIO 3apETHUCTPUPOBAHO TOBBIMICHUS ypoBHSI AJl.
OpHako B SKCIEpHMEHTaX Ha MaKaKax 3aperucTpH-
pOBaH 3HAYUMEBIH pPOCT (IPHUMEPHO B PABHOM CTeTIe-
Hn) skcnpeccnn MUPHK-21 B Mo4e 1Mo cpaBHEHHIO
C WUCXOIHBIMHU BEIMYMHAMH B TPYIAX >KUBOTHBIX C
BBICOKMM TIOTpeOneHueM comu. llocnmennue wnccie-
JnoBanusi noaTBepxkaator, uto MUPHK-21 sBnsercs

omHOU m3 HanOoJee BaXHBIX MUKpOPHK, ygacTByro-
mmX B ¢uopose modek. [lomararot, uto B Oymaymiem
MuPHK-21 MokeT cTaTh MUIIIEHBIO 1T aHTU(GUOPO-
TUYECKON Teparnu, HalpuMep, TP JICUeHHH arade-
THYeckoit HeppomnaTun. Dxcupeccuss MuPHK-133 mmn
MuPHK-203 B Mou4e sIBaHCKHUX MakKak 10 BJIUSIHUEM
HU3YUYCHHBIX BO3JCHCTBUM MEHsIACh CYIIECTBEHHO
nHaye, yem MUPHK-21. BeicoxoconeBoi paimoH
BBI3BIBATT POCT akTHUBHOCTH 3TuX MHPHK. Omnaaxo
JTMETHI CO 3HAUYNTENbHBIM COZIEpyKaHNEeM ITOBapeHHON
COJIM B COYETAHHUHU C COEBBIM M30JISITOM OTpaHUYHBa-
1 Hapactanue skcnpeccun kak MUPHK-133, Ttak u
MuPHK-203. O6 sddexrax MuPHK-133 u -203 B ot-
HOIIIEHUW TTOYEK TPAKTUYECKH HUYETO HEM3BECTHO.
JlommycTMO TIPEIONI0KNATh, YTO COEBBIE MPOTEHHBI
MOTYT BMEIIUBATHCSA B JIaHHBIC MTPOIECCHI, N3MEHSS
sKcHpeccuto HeKoTopbix MUKpoPHK.

Crapmmii Hay9IHBIH cOTpyaHUK MHCTHTYTA DH3H-
osoruu uM. W.I1. ITasnosa I T. BaHoBa cnenana no-
KJ1aJ Ha TeMy «BiusHre BBICOKOCONEBOI JHETHI Ha
SHIOTEINI-3aBUCUMYIO JHIIATAIIAI0 COCYNOBY. Pabo-
Ta OblTa BEITIONTHEHA Ha KpbIcax JmHUK Wistar, Toiry-
yaBmux aueTy ¢ BeicokuM (HS, 8 %) n HopmansHBIM
(NS, 0.34 %) conep>xanuem rmoBapeHHOU conr. beuto
OTMEYEHO, UTO MPH OTCYTCTBHH 3HAYNMBIX Pa3IHINi
B BenmmunHe A/l yBenmdeHne moTpeOieHus moBapeH-
HOW COJTM acCOIMUPOBAIIOCH CO 3HAYUTEIHHBIM yBe-
JTUYEeHUEM JNype3a, a Takke HaTpus B CHIBOPOTKE
KpPOBH U MOYe.

JlmTenbHas BRICOKOCOJIEBAs AMETa Y KPbIC TMHAN
Wistar mprBonMiIa K HapyIICHUIO MTPOAYKIIMU dHJIO-
TEJIWEeM Ba30AMJIATaTOPOB B apTEPHUSAX Pa3THIHOTO
THITA: KaK B KOJUIGKTOPHBIX COCymax (aopra), Tak u
B apTepHsIX pacmupenesicHus (BepXxHeOpbhKeeTHasl ap-
Tepus). B (u3moOIOrHYECKUX YCIOBHSIX OCHOBHBIM
SH/IOTEITHANBHBIM Ba30MIaTATOPOM B a0pTE SBISET-
Cs1 OKCHIT a30Ta, YHIOTESIINNA BEPXHEOPHDKECTHOM ap-
TEepHH, KPOME OKCHIA a30Ta, MPOAYIHPYET U IpyTHe
Ba30AMIIaTATOPEI. B mpoOe ¢ ameTHiIXoMnHOM OBLIO
JIOKa3aHO HapylIeHHUE HHIAOTENUH3aBUCUMOI Ba30-
TUIIATalliA MCCIeyeMbIX cocymnoB. CremaH BBIBOI
0 TOM, YTO TIOBPEXJAIOIIEe JCHCTBHE BBICOKOCOIE-
BOM JIMETHI HA SHJIOTEJIMI apTepUil pa3HOro TUIA 3a-
KITFOYaeTCsl B HAPYIICHNN (PYHKIINN SHI0TENHATHHON
CUHTAa3bI OKCH/IA a30Ta.

B ¢usnonornueckux ycroBUAX poNib MPOCTAHO-
WJIOB B IWJIATAIIMH COCY/IOB ObLiIa HE3HAUYNTEIHHOM,
TOTZa KaK BBICOKOCOJIEBas AMETa MPUBOIWIA K YCH-
JICHUIO CHHTE3a Ba30AWJIATUPYIONINX MPOCTAHOUIOB
B DHJ/IOTEITUH.

OHIOTENMNATBHBIA THTICPITONIAPU3YIONTHI  (pakTop
CHHTE3WPYETCS] DHIOTETHATBbHBIMI KJIETKAMH, BBI-
3BIBAET THIEPIIONIAPHU3AIINI0 MEMOPaH TIIaIKOMBIIIIECY-
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HBIX KJIETOK W CHM)KAeT WX UyBCTBUTEIHFHOCTH K Pa3-
HOOOPa3HBIM KOHCTPUKTOPHBIM BIHUSHUAM. MeXaHn3M
€ro JICHCTBHUS CBSA3aH C OTKPHITHEM KAJTMEBBIX KAaHAJIOB
TJTaIKOMBITIIEYHBIX KJIETOK, YTO COTIPOBOYKIAETCS pac-
cimabenueM cocymoB. CiemyeT OTMETHTh, UTO B OT-
JIMYUe OT OKCHJIA a30Ta, OH BBIAETSACTCS DHIOTEIHEM
HE TIOCTOSTHHO, a TOJBKO TION JEMCTBHEM HEKOTOPBIX
CTUMYJIOB (aIeTHIIXOIHH, OpaTuKUHIH, TPOMOWH, TH-
cramuH, cyoctanmus P, AJID, AT® u ap.). YuutbiBas
OTHOCHTENTFHO HEOOJBIIYI0 TOJIIUHY MBIIIEIHOTO
CJIOSI B apTEPHH IACTHUECKOTO THIA — A0pTe — peNak-
cars, oOyCIIOBJICHHAS YHIOTETHATEHBIM TATIEPIIONS-
PHU3YIOMIM (DaKTOPOM, UTPAET HE3HAYNTEIBHYIO POJIb,
TOTZa KaK B BEPXHEOPBDKECUHON apTeprH (MBIIIICTHO-
ro TUma) GYHKIHOHUPYET ITOCTATOYHO A(PPEKTHBHO.
BricokoconeBas Harpy3Ka MPUBOIUT K CYIIECTBEHHO-
MY BO3PACTaHHUIO POJIM ATOTO MEXaHMW3Ma B PETYISAIAN
TOHyCa B BepXHEOPHDKEETHOH apTepuu.

Bpau-nueTonor oraeneHus XpOHUIECKOTO TeMo-
muanm3a kmmHukdn HUW medpomornn TICIIGIMY
uMm. akajn. W.II. TlaBnosa E.B. I'puropsH cnenana
nmokian Ha TeMmy «Pomb Bpaua-mueTonora B OpraHu-
3aITUM ¥ KOHTPOJIC JICYCOHOTO MUTAHUSA Y OONBHBIX,
MOTYYaIOINX 3aMECTUTENBHYIO MIOUYEYHYTO TEPAITHIO.
20-1eTHUHN OomBIT padoThy. OpraHu3aius J1e4eOHOTO
MUTaHusT U pabOThl Bpada-IMETONOra PeriiaMeHTH-
poBaHa npukazamu Munzapasa PO Ne 330 ot 05.08.
2003 1. m Ne3951 ot 21.06.2013 1. «O Mepax 1o co-
BEPIIIEHCTBOBAHUIO JICYEOHOTO MHUTAHUS B JIEYEOHO-
mpoIIIaKTHIEeCKUX — VUIpeKACHUSIX  Poccuiickoit
®Denepanuu» W NpukazoM MUH3IPABCOLPA3ZBUTHS
P® or 15.11.2012 1. Ne920u «O6 yTBepkmennn [lo-
pSAAKa OKazaHUS METUITMHCKOM ITOMOIIHN HACEIEHUIO
mo mpodmto «aueTonorus». OmnpenencH cTaHAapT
OCHaIeH!s KaOWHeTa Bpada-IueToNora.

B 1997 r. B IICII6GI'MY wum. axax. W.I1. ITasio-
Ba ObLTa co3ZaHa MYJIBTHAMCIHILIMHAPHAS KOMaH[a
CTIEIMATUCTOB Il paboTHl ¢ marnmeHtamu. Ha ot
MOMEHT O(HUITHAITEHON CTaBKH AUETOJIOTa Ha OT/IeNe-
HUU He OBUI0, HO aIMUHUCTPAITUS U3BICKaIa PECYPCHI
JUTst obecriedeHnst paboThl AUETOJIoTa C TMalieHTaMH.
B uneane sxenarenpHO BeACHWE TMAIMEHTA C JIOUA-
mu3Horo oSTama. [lepBuunyro Oecemy ¢ TalMeHTOM
W POJICTBEHHUKAMH, OTBETCTBEHHBIMH 32 THTAaHHE
MaIeHTa, TTPOBOJANM BO BpEMS TOCTIUTAJIHM3AINH Ha
He(pOTOrHIECKOM OTIeNIeHUH. BhImmonHsemM Kasure-
pPOMETPHI0/OMONMITEIAHCOMETPHIO,  PACCUUTHIBAEM
sHepreTUIeckre morpedbnoctu (rmo hopmyne Xappu-
ca—benenukra mwm Muddmmua—CenlKeopa) u mo-
TpeOHOCTH B OCHOBHBIX HYTPHEHTAX.

B nanpHeiimeM mpoBoIuM THHAMHYECKOE HAOITO-
JIeHNe, KOTOPOE BKITIOYAET:

- OIIEHKY HYTPUIIMOHHOTO cTaryca: 1 pa3 B 6 mec/
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3 mec/1 Mec B 3aBUCUMOCTH OT TSXKECTH COCTOSTHUSI,
BO3pacTa MalHeHTa, MPOAOIDKUTETFHOCTH 3aMECTH-
TEJIbHOM MOYEUHOW Teparnuu, BBIPAXKEHHOCTH HCXO-
JTHBIX HapyIIEHUH;

- aHAJIM3 TUIIEBBIX THEBHUKOB (3—5—7 mHel) i
OTIPOC TIO PAIFOHY MTUTAHWS,

- OHoMMITEJAaHCOMETPHIO;

- a”anmu3 JabopaTopHBIX MoKa3areneit ((ocdop,
KaJTnii, HaTpui, XOJIeCTEPHH, MOUEBas KUCIIOTA U T.11.).

B Gecene ¢ marmeHTOM 00CYXKIaeM PEKUM TTHTa-
HUS 1 KPaTHOCTH ITPHEMOB TIHIIIH; BOJHO-COJIEBOH pe-
JKUM; TTOTpeOIeHne Oenka; o0ecIieueHne aIeKBaTHOM
KaJIOpUITHOCTH paIlioHa; OTpaHUYCHNE TOTPEeOIeHUS
KaJlis, OrpaHudYeHue ToTpedneHust gocdopa; BUTA-
MHHOTEPAInio; (pHU3NIecKy0 akKTHBHOCTD; (hapMaKo-
TEparuio ¢ y4eTOM MpHeMa MUIIEBhIX J00aBOK.

Koppexmwst HyTpHUIIMOHHOTO cTaTryca BKIIOYaeT
JOCTIDKEHHE IIeJIEBBIX TI0Ka3areneil moTpebieHus
OCHOBHBIX ITUTATEIHHBIX BEIECTB C TOMOIIHIO TUETHI
(ecTecTBeHHOE TTUTAHNE); HA3HAYCHUE KETOAHATIOTOB
HE3aMEHUMBIX aMUHOKHCIIOT W/MJIU COEBOTO OENKO-
BOTO M30JIITa U TIPOYKTOB Ha €T0 OCHOBE; MCTIONb-
30BaHMeE MIPETaparoB JJIsl HCKyCCTBEHHOTO MTUTaHWS.

[IpucyTcTBue mueromora-Hedposora Ha OTAeNe-
HUU TeMOJuain3a obecreunBaeT KOMIUTACHC MallH-
eHTa; WHQOPMHUPOBAHHOCTH IMAIMEHTOB Ha JOAHA-
JU3HOM 3Tarle; IOCTYITHOCT MPEnaparoB i HyTPH-
THUBHOM TOJIEP)KKH; KOPPEKIIHIO alleTUTa U JTUCTEB-
3Wif; Teparuio 3aropoB; MoAepKaHne MUKpOOHnoMa;
aJIeKBaTHYI0 KOPPEKIHIO OeIKOBO-IHEPreTHYEeCKOM
HEJOCTAaTOYHOCTH; YBEIHYEHHE MPOAOIKUTEHHO-
CTH KU3HU TTaIEHTOB.

Bropoii moxnax mpod. A.Il. PymsHieB cmenanr
Ha TeMmy «Jlo3upoBaHHBIE (U3NUECKUE HATPY3KH U
JeueOHOe TUTAaHUE — IBE CTOPOHBI OTHONW MEIau?y.
OH oOpaTwy BHUMaHWE Ha TO, YTO TIPH CTaHIAPT-
HOW JITMTENTLHOCTHU TPOLIEYyphl reMoauainza 4—6 4
3 pasa B HeHeiro, 4TO MAIMeHT HAaXOJUTCS BOOOIIE
0e3 (pm3myeckux Harpy30K (Ha IMOCTEIHLHOM PEXKH-
Mme) poroanTeasH0 400-900 1 mmm 17-38 cyT/rom.
HewnsBecTHO, B KaKOW CTENIEHH OTPAaHUYCHUS B (PU3H-
qeCcKOM (DYHKITMOHUPOBAHUN HEW30CIKHO SIBIISIOTCS
PE3yIBTATOM MOYEYHOW HEeTOCTATOYHOCTH W/WJIH Jie-
YeHHsI TUATA30M, a B KaKOH — CHIKEHHEM (u3nde-
CKOM akTHBHOCTH. OJTHAKO M3BECTHO, YTO CHM)KEHHE
TTOBCEAHEBHON (DM3UIECKOW AKTUBHOCTH CHIDKAET
Ka4eCTBO JKM3HU TAIMEeHTa W YTO 3TO HE3aBUCHUMBIN
MIPETUKTOP CMEPTHOCTH.

[TouTn HHWKOTHA WM HUKOT/AA TMAlMEHTHl Ha Te-
MOIMAaNIN3e He MAloT ceOe PU3NISCKUX Harpy30K He
MeHee, 9eM B 30% cmygaeB. MaonoaBmKHBINA 00-
pa3 JKM3HH, C OIHOM CTOPOHBI, YBEIHYMBAET PHUCK
cMepTHOCTH Ha 62 % B TOI MO CpaBHEHHIO C (U3H-
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YECKW aKTUBHBIMHU TIAIIMIEHTAaMH, HO C APYTON — Kax-
JIbIA MecsII] reMOAMaTu3HON Tepanun acCoOUUpyeTcs
CO CHW)KCHHEM YPOBHA (pr3mueckoll akTUBHOCTH Ha
3,4%.

OmpIT MpUMEHEHUST (PU3HUECKUX TPCHUPOBOK Y
JUAM3HBIX TAIMEHTOB JaeT XOPOIINe pPe3yabTaThl
B OTHOIIEHWUH BIMSIHASA HE TOJHKO Ha (PU3NIECKUE U
(YHKITMOHAIBHBIE, HO U Ha TICUXOJIOTHYECKHE (HaKTo-
pot XBI1. Onaako hu3udeckue Harpy3KH He 3pst Ha3bI-
BalOT JIO3MPOBAaHHBIMH. W WX Ha3zHaueHWEM JTOJHKEH
3aHUMATHCS CIICIIUATUCT B 00MacTH JiedeOHON (u3-
KYJIBTYPBI, OOJNAAONINil 3HAHHUEM CIICIH(PUICCKAX
po0JIeM, CBSI3aHHBIX KaK C TEPMUHAIHLHOM TTOYCUHOM
HEI0CTAaTOYHOCTHIO, TaK M C METOJUKON MTPOBEICHUS
remomuanm3a. Ocoboe BHUMaHHUE CIemMyeT oOpamarh
Ha Takue (aKkTopbl, KaK MPUCTYIIBI cTeHOoKapauu 1-11
(YHKIIMOHAIFHOTO KJIacca; TMEepHoj Tocie TMepeHe-
CEHHOTO OCTporo MH(]papKTa MHOKapAa MeHee 4 mec;
He MeHee 2 OCTPHIX WH(APKTOB MHOKapJa B aHaAM-
He3e; HalMuue cepaedyHord HegocrarouHoctu 11
(YHKITMOHAJIBHOTO KJIacca, SMHU30A6I CHIDKEHUS A/l
Ha (oHe pu3MIECKOW HATPY3KH; DIHU301 OCTAHOBKH
cepama B aHaMHe3e; JI0Ka3aHHOe TIopakeHhe Ooee
OITHOI BETBU JICBOW KOPOHAPHOU apTepum; (ppakius
BbIOpOCa He BhImIe 35 %.

Kpome Toro, cmemyer oOpamare BHHUMaHWE Ha
HaJIM4YUe TPU3HAKOB MHHEPATHHO-KOCTHBIX Hapy-
IIEHUH, KOTOPBIE CO BpEMEHEM Pa3BUBAIOTCS Yy BCEX
JMUAN3HBIX TaruenToB. [Ipw 3ToM I CHMKEHUS
pHUCKa TpaBM PEKOMEHIYETCS WCIOJIb30BAHHE OPTO-
MIeIMYECKUX CTelleK, 00yBH, KopceToB. Tak 9To Tpa-
nuimonHoe MHenue tuma «10 000 maros B 1eHb» K
JTUATA3HBIM TTallieHTaM HEeTTPHIMEHNUMO.

[Ipennararorcst 6 maroB JIOTMCTHUKU HAa3HAYEHUS
JTIO3UPOBAHHBIX (PM3UYECKUX HATPY30K:

1) omleHUTH MHUIIEBOH cTaTyC (OCITKOBO-DHEPTETH-
gecKasi HeJIOCTAaTOYHOCTh/OKHPEHNE);

2) OIIEHUTH Pe3yabTATH MUINEBOTO JTHEBHUKA,

3) mpoaHaTM3upPOBATh METOMIBI KOPPEKIIMH KOMOP-
OWJTHOI MATOJIOTHH;

4) oreHUTh aJeKBaTHOCTH []1;

5) mepecMOTpeTh PEKOMEHAALIUH 10 IUETE C yUe-
TOoM 100aBiieHus GU3NYECKUX HATPY30K;

6) pa3paboTarh MPOrpaMMy J03UPOBAHHBIX (HU3H-
YeCKUX Harpy3o0K.

B nr060M ciyuae mociie OleHKH pUCKOB HE00XO-
VMO HAauMHAThH C MPOBEIEHHS TECTa ¢ 6-MUHYTHOM
X01600i. B cOOTBETCTBUY € ero pe3yabraTraMu ompe-
JeTSITh HAaYallbHBIA THIT (PU3NUECKUX HArpy30K U HUX
WHTEHCUBHOCTH. O0IIIe peKOMEH AN TaKOBHI:

* MHTCHCUBHOCTE (PU3UUECKON HArpy3ku ot 40 mo
80 % oT ypOBHS MaKCUMAaJIbHOTO MOTPEOJICHUS KHCIIO-
pona [yist JaHHOTO NalMeHTa B JaHHOW TPEHUPOBKE;

* KOPPEKTUPOBKA MPOTPaMM CIELUAIUCTOM B 00-
nacTy JieueOHor Gu3KynsTyphl He peke 1 pasza B Me-
CsIII, TaK Kak IMOPOTOBBIH YPOBEHb TPEHHPOBKH IPH
PETYISPHBIX 3aHATUSIX MEHSAETCS;

* TPOJOIDKUTENFHOCTh TPEHHPOBOK HE MeHee
30 MHH €XeTHEeBHO, HE BKIIIOYAsl 3aHSITHS BO BpEeMs
ceaHca remoauanusa. [Ipu oOmiem BpeMeHU TpeHH-
poBok 210240 MuH B HEAEIIO.

OO0miee MHEHNE YIaCTHUKOB KPYIJIOTO CTOJA CBO-
JUTCS K CTISYIOIIAM TIOJIOKEHUSAM:

1) Ttpebyercs paspaboTka y4eOHBIX IIpO-
rpaMM, pacCYMTAHHBIX Ha TOATOTOBKY CIICIIAAJIH-
CTOB  HE(pOJIOTOB-IUETOIOTOB M HE(PPOJIOroB-
PeabUINTOIIOTOB;

2) TpebyeTcsl mTaTHOe O0CeCICUCHNEe OTICICHHIA
3aMECTUTENIBHOM IOYEYHOW Tepanuu ClenHUaiu-
CTOM He(]pOJIOTOM-IUETONIOrOM W HeppOIOToM-
PeabHUINTOIOTOM.

Cratbs nocTynuia B pefakiuio 15.12.2021;
onobpeHa nocie peuensuposanus 15.01.2022;
npuHATa K myomkarmu 01.02.2022.

The article was submitted 15.12.2021;
approved after reviewing 15.01.2022;
accepted for publication 01.02.2022.

B >xxypHane HE®PONOINA 2021; 25(3):9-19 B nepenosowi ctatbe H.[l. CaBeHkoson, O.I1. Mpuropbesor NEONA-
TPUYECKME NMPOBMNEMbI CTPATUDUKALIML TAXXECTW CTAOWN, CEPOEYHO-COCYOMUCTLIX OCMNOX-
HEHWIA 1 MOYEYHOIO NPOMHO3A XPOHWUYECKOW BONE3HW MOYEK MO KNACCUGUKALIMAM NKF-K/
DOAQI (2002) M KDIGO (2012) 6bina gonyLieHa TexHudeckas ownbka. B ctatbe npmBegeHsl aprymeHTbl, 060CHO-
BblBatoLMe BblaeneHve ctaam XbIN C1-5y geren crapiue 2 neT 1 NOOPOCTKOB B COOTBETCTBMU C Kriaccuduka-
unen NKF-K/DOQI (2002). B aHrnossbivHom Bepcun pedpepata (ABSTRACT, ctp. 10) BMecTo «The arguments
justifying the allocation of CKD stages C1-5 in children under 2 years of age in accordance with the classification
of NKF-K/DOQI (2002) are presented» cnepgyet untath: « The arguments justifying the allocation of CKD stages
C1-5in children over 2 years of age in accordance with the classification of NKF-K/DOQI (2002) are presented».
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