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Huvikakasi HacTb HAaCTOSILLLEr0 N3AaHNS HU B KakmnX LIENISIX HE MOXET ObITb BOCNPOM3BEeHa B kakol Obl TO HU 6b110 dopMe 1 Kakumu Obl TO HX BbiNo cpeacTsamu, 6yab To
BJIEKTPOHHbIE NI MeXaHn4yeckune, Bkvasa d)OTOKOI'IMpOBaHI/Ie 1 3anncb Ha MarHUTHbIN HOCUTENb, eC/IM HA TO HET MMCbMEHHOI 0 pa3peLleHnsd peaakummn. Touka 3peHuns

aBTOPOB MOXET He coBnagaTtb C MHEHMEM pedakunn. PeuaKuvm He HeceT OTBETCTBEHHOCTU 3a pekoMeHaaunum no AnarHoCTmke 1 ne4eHuto, JaHHble aBTopamMu.
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OKOHYaHue)
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opozue xonnezu!
Harm sxypHan BeIxoauT 4 pasa B TOA.
Kax u panbiue, Bel MoxkeTe 0(OpMHUTH HOIIMHUCKY Ha JKYPHAJ B TIOYTOBBIX OTICICHUSX IO CICAYIONIIMM KaTajloram:
1. «IToura Poccun»:
- U MTHAVMBHIYAJIBHBIX TIOAMTMCYMKOB U OpraHU3alMi: Ha Toyroaue naaekc — [13973.
2. «IIpecca Poccuny»:
- U1l UHUBU/1yaJIbHBIX TTOANMCYUKOB U OpraHu3aluii: Ha noayroaue unjekc —43280.
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PEDEPAT

TeuveHune nanHgemum COVID-19 npmuBeno K KPUTUHECKOMY POCTY Harpy3ku NpakTU4yeckn Ha BCE OCHOBHbIE OTPAC/IN CUCTEMBI
30paBOOXPaHEHMS B HaLLel cTpaHe 1 3a pybexxoM. Llenbio AaHHOM cTaTbn SBASETCS aHann3 AesaTeNbHOCTU pasinyHbIX 3Be-
HbEB ropoaCKol Hedponornyeckon cnyxobl CaHkT-MNeTepbypra n paccCMoTpeHNEe NepCrnekTUBHbIX NyTel ee COBEPLLUEHCTBO-
BaHus. B cocTtaB Hedponornieckom cnyxobbl Ans B3pocsioro HaceneHus B CaHkT-MeTtepbypre BxoaaT: amOynaTopHas cnyxoa;
cTaumoHapHas cnyxba — 183 KOk B KPYriOCYTOYHbIX CTalMOHapax ropoaa; ananusHas cnyxba — 10 otaeneHnin guanmaa B
MYHULMNANbHBIX MEANLIMHCKNX OpraHm3aumsx, 5 B peaepanbHbiX y4PexXaeHusax n 8 LEHTPOB/OTAENEH N, DYHKLNOHUPYIOLLNX
B pamkax 4acTHOro—rocyapCTBEHHOro NapTHepCcTBa. Y1Cno naunmeHToB, HaXOAALMXCS Ha NPOrpaMMHOM AMann3se, CHU3KN-
nocbB 2021 rogy Ha 10,5 %, coctaBmB 1839 yen. YkasaHHbIe U3BMEHEHMS, BEPOATHO, CBA3aHbI C MOBLILLEHVNEM YPOBHS NeTaslb-
HOCTM cpeamn nauneHToB aaHHow kateropum B 2020 1. 1 2021 1., 4TO ABNSIETCHA CNeacTBMeM He ToNbKo 3abonesaHnsa COVID-19,
HO 1 ¢ HeGnaronpuATHLIM BO3AENCTBMEM NaHAEMUM HA CUCTEMY 34paBOOXpaHeHus. B TeueHne TpexneTHero nepmoaa yse-
nmynnacb Aons 60bHbIX, NMPOXOAALMX aMOynaTOpPHOE JIeHeHNEe B HYACTHbIX AMann3HbIX LieHTpax. Yactota dopmMmpoBaHms
apPTEPUOBEHO3HbIX GUCTYN B CTPYKTYPE NMEPBUYHOr0 COCYyAMCTOro noctyna cHusunacek B 2020 rogy no cpaBHeHuto ¢ 2019
rogom ¢ 33,2 0o 14,2 %. MNpu 3TOM CyLLECTBEHHO YBENNYMIACH OO NMPUMEHEHNS BDEMEHHbIX LLIEHTPaNIbHbIX BEHO3HbIX KaTe-
TEPOB B KA4YECTBE MEPBMYHOI0 COCYAUCTOro A0CTyna A4S NPoBeAEHNS 3aMECTUTENIbHOM noyeyHon Tepanun ¢ 43,0 0o 61,9 %.
PazeuTture Hedponornyeckom cnyxxbbl BO MHOroM onpenenseTcs ee duHaHcMpoBaHueM. s komneHcaummn 3aTpar ie4ebHbIX
yypexaeHuii ropoaa Ha NpPoBefeHNe 3aMeCTUTENbHOM MOYEYHOM Tepanum HEOOXOAMMO yBenuyeHne TapudoB obsa3aTesb-
HOro megumumHckoro ctpaxoaHus (OMC) He meHee YeM Ha 50 %. B megmumHcknx opraHnsaumsax CaHkT-MNetepbypra MyHU-
uMnanbHoro 1 genepanbHOro Noa4YMHEHMs O0Ns annapaTtoB «MCKYCCTBEHHasi moyka», BbpaboTaBLLMX PECypc, COCTaBnseT
32,2 %, a B page nevyebHbix yupexaeHuii — npesbiwaeT 50 %.

KnioueBsblie cnoBa: Hedponornyeckas cnyxoa CaHkT-lNeTepbypra; naumeHThbl, HaXoAALMECs Ha MPOrpaMMHOM remoauann-
3e; OCHOBHbIE NnokasaTenn padoTbl AMann3HoM cnyx6bl ropoaa; naHaemmnsa COVID-19

Tl murupoBanus: bensekux A.H., MapyxoB A.B., Konakosa U.H., 3axapos M.B., Uy6uenko H.B. [Tapagurme!r Hedponmoriuu Meramoiica B Me-
HSIIOLIEMCSI MHUpPE: COCTOSHHE, TIPOOJIeMbI U NEPCIEKTHBBI pa3BUTHsI Hedpoorndeckoil ciyxosl Cankr-IlerepOypra. Heghponoaus 2023;27(1):9-17.
doi: 10.36485/1561-6274-2023-27-1-9-17
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ABSTRACT

The course of the COVID-19 pandemic has led to a critical increase in the burden on virtually all major branches of the health
care system in our country and abroad. The aim of this article is to analyse the activities of the different parts of the city nephrol-
ogy service in Saint-Petersburg and to consider promising ways to improve it. The nephrology service for the adult population
in St. Petersburg includes: outpatient service; inpatient service — 183 beds in 24-hour inpatient departments of the city; dialysis
service — 10 dialysis units in municipal medical organizations, 5 in federal institutions, and 8 centers/departments operating in
the framework of private-public partnership. The number of patients on dialysis programme decreased by 10.5% to 1,839 in
2021. These changes are likely due to an increase in mortality among these patients in 2020 and 2021 which is a consequence
not only of COVID-19 but also of the adverse impact of the pandemic on the health system. The proportion of patients treated as
outpatients in private dialysis centres increased during the three-year period. The incidence of arteriovenous fistula formation in
primary vascular access decreased from 33.2% to 14.2% in 2020 compared with 2019. At the same time, the use of temporary
central venous catheters as primary vascular access for renal replacement therapy has increased significantly from 43.0% to
61.9%. The development of the nephrology service is largely determined by its funding. To compensate the costs of medical in-
stitutions in the city for conducting renal replacement therapy it is necessary to increase the tariffs of compulsory health insurance
(CHI) by at least 50 %. In the medical organizations of Saint-Petersburg municipal and federal subordination the share of "artificial
kidney" devices that have used up their resource is 32.2%, and in a number of medical institutions it exceeds 50 %.

Keywords: nephrology service of Saint-Petersburg; patients undergoing programmed hemodialysis; main indicators of the dialy-
sis service of the city; COVID-19 pandemic

For citation: Belskikh A.N., Marukhov A.V., Konakova L.N., Zakharov M.V., Chubchenko N.V. Paradigms of megapolis nephrology in a changing
world: status, problems and prospects of development of the nephrological service of Saint-Petersburg. Nephrology (Saint-Petersburg) 2023;27(1):9-17

(In Russ.). doi: 10.36485/1561-6274-2023-27-1-9-17

BBEAEHUE

Teuenue nmangemuu COVID-19 mpuseno kK Kputu-
YECKOMY POCTY Harpy3KH MPaKTHIECKH Ha BCE OCHOB-
HBbI€ OTPACIId CHUCTEMBI 3PaBOOXPAaHEHUs B HaIlIen
cTpaHe u 3a pyoexxom [1, 2]. He uckirouenuem crana
u He(posoruyeckas ciyx0a, OIHON U3 OCHOBHBIX 3a-
Jla4 KOTOPOH cTajo obecrieueHne BO3pacTaromiei mno-
TPEOHOCTHU B IPOBEACHUH 3aMECTUTEIHHON MTOYCTHOMN
teparmu (3I1T) maruerTam ¢ 0CTPBHIM TOBPEKICHUEM
moyek (OIIII) [3—-6] u TepMUHANBEHON cTamwen Xpo-
Huveckoir OonesHu mouek (XBII) [7-11]. Berzossl
MaHJEMHUH, B LIEJIOM, POIEMOHCTPUPOBAIIN yCTOWYH-
BOCTb CHCTEMBbl OTEYECTBEHHOTO 3/IpaBOOXpaHEHNs,
YTO BO MHOTOM 00YCJIOBJIEHO CBOEBPEMEHHBIM pPearu-
pOBaHUEM aIMUHUCTPATOPOB (heepaTbHOTO U PETHo-
HAJIBHOTO YPOBHEW Ha CTPEMHUTEIFHO MEHSIOIIYIOCS
AMHUIEMUOIOTMYECKYI0 0OCTAHOBKY, a TAKXKE CaMOOT-
BEPXKECHHBIMH YCWIIMSMU MEIUIIMHCKUX PAOOTHUKOB.
OnHako paboTa B HOBBIX YCJIOBHUSIX BBISIBUJIA PsiIl He-
JIOCTaTKOB U 00OCTpHUIIA YK€ UMEIOLIHECS IPOOIEMBI
OKa3aHUs1 MEIULUHCKON MOMOLIM HaceneHuo. Llenbro
JTAHHOM CTaThW SBISIETCS aHAJU3 JCATEIBHOCTH Pa3-
JIMYHBIX 3BEHBEB TOPOJICKON HEPPOIOTUIECKON CITYXK-
0b1 Cankt-IlerepOypra u paccMOTpeHHE MEPCIIEKTUB-
HBIX ITyTeH ee COBEepIIEHCTBOBAHUS.

Cmpykmypa Heghponozuueckoi
Canxm-Ilemepoyp:

B coctaB Hedpomorugeckoii ciry>xObI st B3pOC-
noro HaceneHus B Cankt-IleTepOypre BXomAr:

CayHcovl 2
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1. AmOynaropnas ciry»x0a, OCHOBHBIC CHJIBI U CPEJI-
CTBa KOTOPOU COCPEIOTOUCHBI B TOPOICKOM HE(PPOIIOTU-
yeckoM tentpe (I'HLI), Bxomsmem B cocta CII6I' BY3
«I'oponckast MapunHckasi 6onpHHIIA». B amOynaropHo-
nonukuHnYeckoM otnenennd [HI Bexyt mnpuem
8 Bpaveii-HedpooroB. llaMeHToB Ha JOIMATA3HOM
neprozie KOHCYJIBTHPYIOT JABa Hedposora AuaIn3HO-
ro otreneHus. Tarxke OTAETbHBIC CTaBKH HE(POIOroB
BBIJIETICHBI JUIs BeIeHHUs1 aMOyJIaTOPHOTO IIpHeMa B LIeH-
Tpax I10 JICYEHUIO JrabeTa, TOPOJICKUX MOMUKIMHAKAX
U (henepanbHbIX MEIUIMHCKUX OpraHu3aLsX.

2. CraunonapHas ciyx0a (B TOM 4HCIIe, THEBHbIC
craunoHapsl). Hanbonee KpymHbIM M OCHaIllEHHBIM
noipasieneHrueM, 00IaJaroluM 3HAYUTEIbHBIM Ka-
JIPOBBIM TMOTEHIIMAIIOM M COBPEMEHHOW IHMarHOCTH-
yeckol 0a30i, OKa3bIBAIONIUM CTAIIMOHAPHYIO MEH-
LUHCKYI0 IIOMOIIb HE(POJOrMUECKUM IalEeHTaM,
spisiercss HUW wedponorun TICIIGIMY um. akan.
W.IT. [laBnoBa. Haubosnee kpymHOe B cHUCTEME ToO-
POZICKUX CTalMOHApOB OTAeleHue Hedpomoruu (Ha
42 xoiixu) pa3sepuyto B CIIOI'BY3 «loponckas Ma-
pUHHCKas 0oJIbHMIIA». TaKkke HEPPOIOTHIECKOE OT-
JIeJICHUE BXOIUT B COCTAaB KIMHUKU HE(PPOJIOTHH U
s depentHort Tepanuu BMenA mm. C.M. Kupoga.
Kpome storo, Hedponornueckue KoMK BbIACICHBI B
psZie CTAalMOHAPOB, B COCTaB KOTOPBIX BXOJAT OTIE-
neHusi amOynaTopHoro Jauanu3a. O0lee KoIu4ecTBO
He(POITOrHUECKUX KOEK TSI B3POCIIOrO HACEIICHUS B
KpPYIJIOCYTOYHBIX CTallMOHapax ropoja — 183.
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z 4E Figure 1. Dynamics of the
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3. HuanusHas ciyx0Oa. Brximrogaer 10 ornenenuit
IUanan3a B MyHULIUIAIbHBIX MEIULIUHCKUX OPraHu-
3aluax, 5 B (ellepalibHbIX YUYPSKICHUSIX U 8 IICH-
TPOB/OTIICNCHNH, (QYHKIIMOHUPYIOIIUX B paMKax
YaCTHOIO—TOCYAAPCTBEHHOI'O IAPTHEPCTBA.

Ananuz ocnoeHvIX nokazamenei padomosl oua-
JUHOU CTIYIHCOBL 20p00a

OpHoll u3 Hambomnee 3HAYMMBIX U KPUTHUECKUX
3a1a4 He(POIOTHUECKON CIyKOBI sIBIIsieTcsl oOecrie-
YEHUE MALMEHTOB C TepMHHaNbHOM craguen XbII
MPOrpaMMHON 3aMECTUTENIbHOW TOYEYHOM Tepa-
e (3IIT). Uwnciao manueHToB, HAXOAAIIMXCS Ha
MpOrpaMMHOM JManu3e, cHu3uwiock B 2021 rony Ha
10,5%, coctaBuB 1839 4en. (Tadm. 1).

YKka3zaHHbIE U3MEHEHUs, BEPOSATHO, MIPEXKIE BCE-
TO CBSI3aHBI C TOBBLIIICHUEM YPOBHS JIETaJbHOCTH

2019
MynununanbHbIe HerocyzapcTBeHHBIE
37% _ 37%
*HFy
SEEEENH
L bbbttt

Pe4re0end

M 5 4

|
®enepanbHbIe
26%

cpenu ManueHTOB AaHHOU kareropuu B 2020 . u
2021 r., 9TO ABISIETCA CIEACTBHEM HE TOJLKO COO-
crBeHHo 3a0oneBanus COVID-19, vHo u Hebnaro-
MPUSATHOTO BO3JCHCTBHS TMaHACEMUU HA CUCTEMY
3IpAaBOOXPAHEHUs, YTO OCOOCHHO XapaKTEPHO s
2020 roga.

Ha puc. 1 npencrapiieHbl M3MEHEHHUSI YUCIIA T1a-
[IUCHTOB, HAXOSIINXCS HAa MMPOrPAMMHOM JHAaJIH3¢ B

Tabnuua 1/ Table 1
JAuHaMuKa Yyncsia NnauMeHToB, HaXoAfaLWMXca Ha
nporpaMmmHom guanuse B 2018-2021 rr.

Dynamics of the number of patients on program
dialysis in 2018-2021

OTYeTHbIN ropg, 2018 2019 2020 2021
MaunenTsl, yen. 2041 2132 2054 1839
2021
My]]nnnna;u,nue Herocynapcrnennue
28% 47%

It

+ v
2444840400000 00R R
o

PegepaabHbie
25%

PucyHok 2. I3MeHeHMe COOTHOLLIEHUS YMca NaUMeHTOB, HAXOAALWMXCA Ha aMOynaTopHOM Anannae B MeanUMHCKUX OpraHn3aumsax

pasnuyHoi nog4nHeHHocT ¢ 2019 no 2021 r.

Figure 2. Change in the ratio of the number of patients on outpatient dialysis in medical organizations of various subordination, from

2019 to 2021.
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Te4eOHBIX YUPEeKISHISIX TOpo/ia B TEUEHUE TPEXIIeT-
HEro Mepuoa.

HeoOxoauMo OTMETHTB, YTO B TEUCHHE TPEXJET-
HEro Mepuoia U3MEHWIIOCh COOTHOUICHUE YuCa Ma-
LIUCHTOB, HAXOMASIINUXCS HA MPOTPAMMHOM JTUATH3E,
YTO BBIPAKAETCS B YBEITUUCHHUH JIOJIA OOJBHBIX, TIPO-
XOIIAINX aMOyJIaTOpPHOE JIEYeHNE B YACTHBIX THAIH3-
HBIX IIeHTpax (puc. 2).

OpnHoli U3 OCHOBHBIX NPUYUH TAHHBIX U3MEHEHUN
SIBJISIETCSI CYILIECTBEHHO BO3POCIIAsl HArpy3Ka Ha BCe
MOJIpa3/ieIeHns, B TOM 4YHCJe, OTACNEHHUs Tuain3a,
MHOTONPO(DUIBHBIX (PeepaabHbIX U MYHHIIUIATb-
HBIX JIeYEOHBIX YUpEeKIEHUI B MEPHON TaHIEMHUH,
CBSI3aHHAS C OKa3aHWEM CIIeIUAIM3UPOBAHHON TIO-
Mo 6oipHEIM COVID-19, a Taxoke nepenpoduim-
pOBaHUE psijia JICYSOHBIX YUPESIKICHHIA TOPOJIa.

Uucno narueHToB, NOAYYaonuX B Ka9YeCTBE MPo-
IPAMMHON 3aMECTHUTEJILHOM MOYEYHON Tepanuu Ie-
PUTOHEANBHBIN AWaln3, CyNIECTBEHHO HE MEHSETCA
B TE€UEHME Tpex nmocnenHux jet. B 2021 rony nepu-
TOHEANBHBIN JAMamu3 npoBoAwu 150 OOJIBHBIM, UTO
cocTaBiigeT 8,2% OT 4uciia BCEX OHAIU3HBIX O0O0JIb-
HbIX. B HacTos1iee Bpemsi 7 MEIULIMHCKUX OpraHu3a-
umit Cankr-IlerepOypra 3aHUMArOTCsS MPOBEJICHUEM
NepuToHealbHOro auanu3a. Pacnpenenenue nonei
MAIUEHTOB, TONYYaBIIUX MEPUTOHEATHHBIA IHAIN3
B 2021 romy, 1o Jie4eOHBIM YUpEXKIESHUSIM Tropoja
MIpeJICTaBJIEHO Ha puc. 3.

IManmemus COVID-19 oxkazana cymecTBEHHOE
BIIUSTHUE HA JICTATHHOCTH CPEIN TUATH3HBIX TAIlUCH-
ToB B 2020 n 2021 romax, 3HAYMUTEIIEHO BO3POCIIYIO
10 CPaBHEHHIO C MPEIBIAYITIMHE rofaMu (puc. 4).

Oto ocobenHo xapakrtepHo ais 2020 roma, koraa
o0Iiast JICTaTbHOCTh CPEIU IUAIU3HBIX TMAIUCHTOB
nocturia oecripeneneHTHoix 24,1 %, 4T0 BO MHOTOM
OBLTO CBA3aHO C MPOOIEeMaMy OpraHU3aIK AUAarHO-
ctuku 1 stedeHus 6ompapIXx COVID-19, oTcyTcTBHEM
3¢ (eKTUBHBIX TPOTOKOJIOB BEICHHUS TAIIMEHTOB JIaH-

HOW KaTeropmm, CXeM MapIIpyTHU3alnu IHATU3HBIX
OOJBHBIX C HOBOW KOPOHABUPYCHOW WH(EKIHEH.
Cumwxenue B 2021 rogy neransHoctu ot COVID-19
1o 5,3%, a oOield IeTanTbHOCTH CPEeIy JUATN3HBIX
ManueHToB 10 15,3 % sSBAseTCS OMHUM U3 IPU3HAKOB
ajiantaiuu He(POIOrHUSCKON CITY)KObI, Kak U BCel
CHCTEMBI 3/IpaBOOXpaHEHUs, K padoTe B yCIOBHIX
nageMun. [lpu sToM 3a0oneBaeMOCTh JMAM3HBIX
nanueHToB ¢ COVID-19 B 2021 romy cocraBuia
21,2%, 4To He mpeBbIIIACT MOKa3aTeNeH APYyTUX pe-
ruoHoB Poccuu. YacTora JieTaibHBIX UCXOJ0B CPEIr
JIHMaIu3HBIX MmanueHToB, 3aboneBmmx COVID-19 B
2021 romy, comocTaBuMa C JAHHBIMH 3apyOCKHBIX
MCTOYHUKOB U cocTaBmia 23-25% [7, 12—-14].

[IpoBeneHne MporpaMMHOTO TUANN3a TTAIIHEHTaM
¢ quarnoctupoBanHsiM COVID-19 opranuzoBaHo B
IByx cranuonapax ropoma: CIIOI'BY3 «Knunuue-
ckast uHpekunonnas conbHuia umenu C.I1. Borku-
Ha» u ['BY3 «loponckas 6ompaUIIA Ne 15». B coot-
BETCTBUM C YTBEPXIACHHOW MapuUIpyTH3alued Ipu
BbIsiBNIeHUU npusHakoB COVID-19 y nanuenTa, Ha-
XOZSIIEroCsl Ha MPOrpaMMHOM JHalIh3€, OH HAlpaB-
JISIeTCS 1Sl IPOJOTKCHHSI JICUSHUS B OJHY M3 JAHHBIX
MEIUITMHCKAX OPTaHMU3AIUi MO TePPUTOPUATHLHOMY
MPHUHIIAITY.

Yacmoma u cmpykmypa gopmuposanus nep-
GUUHO20 COCYOUCHO20 00CMYna

B 2021 rony coxpaHsanoch BIUsHUE MaHAEMHUH Ha
TaKoW BaXKHBIN acrekT okazaHus nporpammuoii 3I1T,
Kak (hOpMHUPOBAHKE TIEPBUIHOTO COCYUCTOTO AOCTY-
na. [Ipu 3ToM KomuecTBO oneparuii opMHUpPOBAHHUS
COCYIHUCTOTO JIOCTYIIA B TEUCHNE TPEXJICTHETO TIEPHO-
J1a, B IIEJIOM, ObUTO CTaOMIIBHBIM (Ta0. 2).

OnHako B epUOJ] TCUCHUSI TAHACMUH CYIIECTBCH-
HO U3MEHUJIACH CTPYKTYypa MEPBUUYHBIX COCYIUCTHIX
noctynoB. B 2020 romy CyIiecTBEHHO CHU3HMIIACH
nmonst popMupoBaHus HanOosiee OE30MacHBIX MOCTO-
STHHBIX BHJIOB TIEPBUYHOTO COCYIUCTOTO JIOCTYyIa, K

Tabnuua 2 / Table 2

YacTtoTta popMuUpoBaHNS NEePBUYHOIo COCYAUCTOro A0CTYrMa B Jie4eOHbIX yYpeXaeHuax
CaHkTt-lNMeTtepbypra s 2019-2021 rr.

The frequency of formation of primary vascular access in medical institutions
of St. Petersburg in 2019-2021

JleuebHOe yypexaeHue 2019r 2020 2021
CMnerey3 «lopoackas 6onbHMLA Ne15» 87 146 102
Cnerey3 «fopoackas 6onbHMLA Ne26» 119 207 133
CMnerey3 «fopoackas 6onbHMLA Ne31» 49 53 59
Cnerey3 «fopoackas 6onbHMLA Ne40» 12 11 18
Cnerey3 «fopoackas MapumnHckas 60bHMLA» 445 252 377
Cnerey3 «KnuHnyeckas nHpekumoHHas 6onbHuua um. C.IM. BoTkuHa» 127 521 518
drey BU3PM um. A.M. Hukndoposa MHC Poccunm 56 51 45
dreBOY BO «BoeHHo-MeauLmHekasa akagemusa umerdn C.M. Knuposa» MO P 43 132 157
®dreQy BO "C3rMy um. N.1. MeyHukosa" MuHsgpasa Poccum 120 215 135
Bcero 1058 1588 1544
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PucyHok 3. PacnpeneneHve naumeHToB, HAXOOSALWNXCHA Ha Nepu-
TOHeaslbHOM Ananuae, No MeguLMHCKUM OpraHn3auusm.

Figure 3. Distribution of patients on peritoneal dialysis by medical
organizations.
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PucyHok 4. BnusHue COVID-19 Ha netanbHOCTb ANANU3HbIX
60JbHbIX.
Figure 4. The effect of COVID-19 on the mortality of dialysis
patients.

KOTOPBIM, TPEXJIe BCEro, OT-
HOCSATCSl HAJIOXKCHUE apTepHO-
BEHO3HOW (DUCTYINIBI, & TaKKe
UMIIIIaHTalIuA COCyaAucCTOro
TpaHCIUIaHTara (MpoTres3a)
NEPMAHCHTHOI'O HEHTpAJlb-

~

?

B IlepMaHEHTHEL KaTeTep

HOTO BEHO3HOTIO  Karerepa.
Tak, uwacrora QopMUpOBaHUS
apTEpUOBEHO3HBIX (UCTYT B
CTPYKTYpe TMEpPBUYHOIO COCY-
JIUCTOTO JIOCTyNa CHH3MJIACh
B 2020 romy MO CpaBHEHHIO C
2019 rogom ¢ 33,2 no 14,2%.
[Ipu 3TOM cylIeCTBEHHO yBe-
JUYWIACH A0 TPUMEHEHHUs
BPEMEHHBIX IIEHTPAJIbHBIX Be-
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PucyHok 5. JuHamuka CTPYKTYypbl NEPBMYHOI0 COCYANCTOro goctyna B nepuog 2019-

2021 rr.

Figure 5. Dynamics of the structure of primary vascular access in the period 2019-2021.
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PucyHok 6. YacToTa BbINonHeHUs Hebpobroncuini B nevyebHbix yupexaeHnsx CaHKT-

MeTtepbypra B 2019-2021 rr.

Figure 6. Frequency of nephrobiopsies performed in St. Petersburg medical institutions in

2019-2021.

HO3HBIX KaTeTepOB B Ka4eCTBE
MIEPBUYHOTO COCYAHCTOTO JO-
crymna jans nposenenus 31T ¢
43,0 mo 61,9% (puc. 5). Jlan-
HbIC M3MEHEHHUS ObUIM CBsi3a-
HBI C OTPaHUYEHHUEM IIJIaHOBOM
XUPYPru4ecko IOoMOIIM B
2020 romy Ha (oHe mpoBele-
HUSl TPOTHUBOAIHMIEMUYECKUX
MeponpusaTuid. A Takxke, Be-
POSITHO, C yBEIMUYCHHUEM 0NN
OCTPOr0 TIOBPEXJEHUS IIO0-
YeK, OCIJIOXKHSIIOIIEro TeueHHe
COVID-19, B cTpykType mpu-
YMH Pa3BUTHUSA TEPMUHAIbHON
MOYEYHOM HEIOCTaTOYHOCTH.
B 2021 roxy nebnaronpusitHas
CUTYyals, XapaKTepu3yomas-
csl HHM3KOHM wacTtoTod ¢opmu-
pOBaHMs TIOCTOSIHHBIX BHJIOB
NEPBUYHBIX COCYOHUCTBIX JO-
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PucyHok. 7. COOTHOLLEHME YNCNa NAUMEHTOB, MEPEHECLLMNX TPAHCTIIAHTALUMIO NMOYKN, U
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B0bHBIX, HAXOAALMXCS HA MpOorpaMMHOM ananuae, B 2019-2021 rr.

Figure 7. The ratio of the number of patients who underwent kidney transplantation and

patients on program dialysis in 2019-2021.
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PucyHok 8. ConocTaBneHne 6a3zosoro tapuda OMC Ha npoBeaeHue remoamannsa B

BEJITOPOJ
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MOCKBA

2021 rogy B CaHkT-MeTepbypre ¢ Apyrummn pernoHamm Poccum.

Figure 8. Comparison of the basic tariff of the CHI for hemodialysis in 2021 in St.

Petersburg with other regions of Russia.
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PucyHok 9. CooTHolieHne AU, BeipaboTaBLLMX pecypc, K obiemy konndectsy AUM B
MeaVLHCKMX opraHm3auusax CaHkT-lMeTepbypra MyHULMNANLHOrO U peaepanbHoOro
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Figure 9. The ratio of "artificial kidney" devices that have developed a resource to the
total number of "artificial kidney" devices in medical organizations of St. Petersburg of
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CTYIIOB, Hayajla TIOCTENEHHO Me-
HATBCS: JIONIST  apTEPUOBEHO3HBIX
¢uctyn ysenuumnace ao 24,1%,
JOJsI BPEMEHHBIX IIEHTPaJIbHBIX
BEHO3HBIX KaTeTepOB HECKOJIBKO
cHm3uiack — 10 59,4%. OnpnHako
JTaHHBIE TTOKA3aTeNH CyIIECTBEHHO
Xyxe 1o cpaBHeHuto ¢ 2019 rogom
u, TeM Oojee, HE COOTBETCTBY-
IOT COBPEMEHHOH OOLICTTPUHATON
KOHLENIMN (OPMUPOBAHUS TEep-
BUYHBIX COCYIHUCTBIX JIOCTYIIOB,
COTIaCHO KOTOPOH OOJIbINasi 9acTh
JIOCTYTIOB JIOJDKHBI OBITH TIpEJ-
CTaBJICHBI apTepUOBEHO3HBIMU
¢ducrynamu, cHopMHUpPOBaHHBIMH
y nauueHTa ¢ repmuHaibHon XbIIT
elie /10 TMOSIBIEHUS HEe0oOXOaMMO-
CTH TIPOBEJCHHUS €My IPOrpaMM-
HOTO JMalin3a.

[lepcriektuBbl  Oonee  Omaro-
NPUATHOTO Ppa3BUTHA CUTyaluu
¢ ¢QopmupoBaHHEM TIEPBUYHOIO
cocyauctoro noctyna B CaHKT-
[TerepOypre B 2022 TOmy CBS3aHBI
C BO3MOXHBIM YITyYIIEHHEM OITH-
JIEMHOJIOTHYECKOH OOCTaHOBKH M
noseiieHreM TapugoB OMC Ha
JAHHBINA BUJ METUIIMHCKUX YCIIYT.

Ananuz okazanus Heghpono-
2UYECKOT ROMOWLU RAYUEHMAM C
XBII na 0oouanuznix cmaousax

[Ipobnema  cBOEBPEMEHHOIO
(bopMHpOBaHHS MOCTOSHHOTO CO-
CYIHUCTOrO JOCTyIlla Hernocpes-
CTBEHHO CBSi3aHAa C BOIpPOCAMHU
OpraHM3aluy OKa3aHUs aJIeKBar-
HOW [TOMWAIIM3HON HePpOoIIoTH-
yeckoil momomu 00abHBIM XBII.
OfHUM M3 OCHOBHBIX MOAOOHBIX
BOMPOCOB SIBJISIETCS TIOBBILICHUE
4acTOThl TUIAHOBOTO Hadyaja Mpo-
rpaMMHOM 3aMECTUTEIbHON TO-
YeyHOW Teparvu, KOTOPOE COIpo-
BOXKIAETCA JIyYIIUMH HCXOJIaMHU
[0 CpPaBHEHHIO C DKCTPEHHBIM
BBOJIOM B AMajin3. BakHbIM acriek-
TOM, CIOCOOCTBYIOIIUM TOTCHIIH-
allbHOMY PEIIeHUI0 JaHHOM Mpo-
OneMbl, SBISIETCS YIOBIETBOPEHHE
HEOOXOAMMOCTH TOBBIIICHUS JO-
CTYHHOCTH HE()POJIOTHYECKON MO-
MOIIY MalMeHTaM B JOIUATU3HOM
nepuoae. g peuieHuss 3TOH U
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Tabnuua 3 / Table 3

O6bemM PHaAHCUPOBAHUA MeAULMUHCKOK noMoLum no npodunam «<Hedpponorus»
(B TOM Yyncne guanua), «OHkonorus» u «CepaevyHo-cocygucTtbie 3aboneBaHns»
B cucteme TepputopuanbHoro poHga OMC CankT-lNMeTepbypra

The amount of funding for medical care in the profiles of "Nephrology” (including dialysis), "Oncology”
and "Cardiovascular diseases” in the system of the Territorial Fund of the MHI of St. Petersburg

Mpodurnb MEAULMHCKOM MOMOLLM

06beM prHaAHCMPOBAHNUS

2017 r. 2018 r. 2019r 2020r. 2021 r. (8 mec.)
Hedponorusa 1963918 312 2204 689 532 2049174644 2135152289 1295278016
B TOM 4Yucne guanmsa 1393 362693 1393 584 344 1569 487 639 1709094 782 1155740577
OHkonorus 2719146 165 3540729 261 7 448 789 248 14984 950 862 |9 651 035 447
CeppaevHo-cocyaucTble 3aboneBanusa |4 973 267 817 6696 761 405 6 844 595 873 5895451 066 2365546 712

MpumeyaHne. OMC — ob6a3aTenibHOEe MeauLMHCKOe CTPaxoBaHue.

IpyTUX 3a7a4, CBA3AHHBIX C OKa3zaHWeM amOymaTop-
HOM HE(PPOIOTHYECKON IMTOMOIIH KHUTEISAM Perro-
Ha B JIeYEOHBIX YUPEKACHUSIX ropofa, UMerTcs 35
CTaBOK Bpada-Hedponora. DakTHUeCKH HA MOMEHT
Havyana 2022 roma amOynatopHeiii npuem B CaHKT-
[TerepOypre BeayT 24 Hedponora. [Ipu sToM B psizge
Te4eOHBIX YUPSKICHUN TTpHEM He(POTIOTOM BEIETCS
TOJLKO Ha JIOTOBOPHOH ocHOBe. C IebIo MpoBeje-
HUS CTALlMOHAPHOTO JICYCHUS B IIECTU METULUHCKUX
OpraHu3anusax roposaa passepHyThl 183 koiiku. Cto-
UT OTMETUTH, YTO B TOPOJIE UMEIOTCS Bcero 14 koek
JTHEBHOTO CTallMOHApa, YTO, OYE€BUIHO, HEOCTATOU-
HO JIJIs pelIeHns 3a/1a4, CTOSIINX Tepen HepoIoru-
Yeckol cmyx00il. PerncTp manmeHToB B IOIUANH3-
voMm niepuonie (III-IV cranum XBII) Benercs creru-
anuctamu ['opoackoro HepPOIOrHIEeCKOro IEHTPA.

Cocmosanue mopghonozudeckoit OuazHOCMUKU
Heghponozuueckux 3aoonesanuii

BaxasiM (hakTopoM, B ONpEIEICHHON CTEICHH
OTPaHMYMBAIONUM BO3MOXXHOCTH JIEIEOHBIX yUPEK-
JIEHUI ropoja B JHAarHOCTHKE HE(PpPOIOTHYeCKOn
MaTOJIOTHH, SIBIIIETCS HAJMYKME BCETO JIByX LIEHTPOB,
CIOCOOHBIX TIPOBOAUTH KayeCTBEHHYIO Mopdoio-
THYECKYI0 TMarHoCTUKy 3aboneBaHuil moyex: HUU
vedponorun IlepBoro Cankr-IlerepOyprckoro ro-
CYIapCTBEHHOTO MEIHUIIMHCKOTO YHUBEPCHUTETA WM.
akan. W.II. IlaBnoBa u «HanuonanbHbIA LEHTP KIU-
HUYECKOW MOpP(]OIIOTHIecKOi JHArHOCTHKH» (Ha
JIOTOBOPHOM OcHOBe). MIMeHHO 3TOT (hakTOp OTpa-
JKaeT YacTOTy M pacIpe/esIeHNe BhITIOIHIEMBIX He-
(hpoduoricHii B MEAUITMHCKUX OPTaHU3AIUAX TOpoaa
(puc. 6).

Tpancnaanmayus nouxu ¢ Canxm-Ilemepoypze

[Tangemus okaszana cylecCTBEHHOE BIUSHUE U Ha
passutHe Tpanciuiantonoruu B Cankr-IlerepOypre.
[Ipu sTOM Hambonee BEIPAKEHHO €€ CIep)KUBAIOIIee
Bo3elicTBre HaOmonanock B 2020 romy, Toraa Kak B
2021 r. yacToTa TpaHCIUIAHTAUI MOYKH IpaKTHYe-
CKU JIOCTHUIIIA «JIOKOBUIHOTO» YpOoBHS (puc. 7).

HecMmotps Ha 3T0, 4acTOTa BBINOIHAEMBIX TpaHC-
IUTAHTAIMK OCTaeTCsl KpaliHe HEBBICOKOH, 4TO 00y-

CJIOBJICHO, TJIABHBIM 00pa30M, OCHOBHOM IIpoOIeMOit
OTEYEeCTBEHHOW TPAHCIUIAHTOJIOTHH — HEXBATKOW J10-
HOPCKHX OPTaHOB.

Qunancuposanue 20po0cKoll Hehponozuuecko
ol

OpHUM U3 PeHaronX acleKTOB, ONMPEAEIIIONINX
pasBUTHE HEePPOIOTHUSCKON CITy)KOBI TOpoma, 0e3-
YCIIOBHO, sABIsieTcs ee (mHaHcupoBanue. [lpu sTom
B TEUCHHE IOCIICHUX JIET He HAOIIOIaIOCh 3HAYH-
MOTO yBEIHUYCHHs 00beMa JCHEKHBIX CPEICTB, BbI-
JeNsieMbIX Ha OKa3aHue HePpOIOrHYeCcKO OMOIIH,
B OTJIMYKE OT psJa JAPYTHX HallpaBicHUH JieueOHO-
MpoUITAKTHYECKOH  OTpacid  3/PaBOOXPAHEHUS
(Tabm. 3).

CTOHUT OTMETHUTH, YTO XOTs 0K0JI0 80 % OT 00beMa
¢uHaHCHpOBaHHUsST HE(POIOTUIECKOH MOMOIIH CO-
CTaBISIIOT 3aTpaTsl Ha mposenenue 31T, mpegycmo-
TpeHHas Tapu(HBIM COIVIANICHUEM OIlIaTa TeMojIHa-
mu3za mo OMC B Cankr-lleTepOypre mo HemaBHETO
BpeMeHH OblJIa HeOTpaBIaHHO HU3Kas. Tak, 0a30BBIN
Tapud Ha mpoBeneHue remomuanusa B 2021 romy B
Cankr-IlerepOypre sBIsIICS OJHUM M3 CaMbIX HH3-
KHX cpenu peruoHoB Poccuu (puc. 8).

Jlng xomneHcanuu 3arpar JiedeOHbIX yUpeKAeHUN
ropojia Ha MPOBEJEHHE 3aMECTUTEIBLHON IMOYeUHON
Tepanuu HeoOxoanMo yBennderne Tapudos OMC He
MeHee uyeM Ha 50 %, 4To ABIAETCS OIHOM U3 MPHOPH-
TeTHbIX 3aaa4 Ha 2022-2023 rr. K MomeHTy moaro-
TOBKHM HaIlMCaHWs JaHHOM CTaThbM Ha 3acenaHuu Ta-
pudHoit komuccuu Tepputopuansaoro gonma OMC
YTBEP)KIIEHO perieHne 00 YBeIUICHHH 0a30BOTO Ta-
puda Ha mpoBeneHHe remMonuanmsa 10 6583,00 pyo.
¢ 01.04.2022 roxa.

Cocmoanue mamepuanvHo-mexHuuecKko2o oode-
cneueHus OUAIU3HOIL CTIYHCObL

C Bomnpocamu (uHaHCcHpOBaHUs HedposorHye-
CKOW CITy’)KOBI TOpOZa HEMOCPEICTBEHHO CBS3aHa
mpobiaemMa HeoOXOAMMOCTH OOHOBJICHHWS TIapKa arl-
naparoB it nposeaeHus 3IIT. Tak, B MeAUITMHCKUX
opranm3anusx Cankr-llerepOypra MyHUIUITAIEHOTO
U QeaepanbHOro TMOMYMHEHHS J0JIs alapaToB «UC-
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KyccTBeHHas moukay» (AWII), BeipaboTaBIUX pe-
cype, coctasisier 32,2 % (puc. 9).

[Ipudem B psaae ae4eOHBIX YUPEKICHUN OIS BbI-
paboraBumx pecypc AUII npeswimaer 50 %. Han-
HbIe 00CTOSITENIbcTBA TPEOYIOT MPHUBICYCHUS BHU-
MaHUsl PYKOBOJUTEIEH MEIULIMHCKUX OpraHu3aluil
K HEOOXOIMMOCTH IUIAHWPOBAHUS 3aKyNKH HOBBIX
AUII. Cnenyer OTMETHUTb, YTO MPEACTABUTENN BCEX
YAaCTHBIX KIMHUYECKUX LEHTPOB, OCYIIECTBIAIONINX
nposenenue 31T B Cankr-IletepOypre, 3aBIsI0T 00
OTCYTCTBHM Y HUX TPOOJIEMBI 3aMEHBI yCTapeBILIEH
TEXHUKH.

3AKJTIOMEHUE

Takum 00pa3oM, OCHOBHBIE 3aJa4H, CTOSIBIINE TIe-
pen Hedpoornyeckoi ciryx6o0i ropona B 2021 ropuy,
ObUIM BBIMOJHEHBI, HECMOTPSI HAa COXPAHSIOILYIOCS
CIIOKHYIO STHJEMHOJIOTHYECKYI0 00cTaHOBKY. [Ipu
9TOM HMEIOTCA pPsii TpoOJeM, pelieHHe KOTOPBIX
COOTBETCTBYET NPUOPUTETHBIM IYTAM YIy4IIEHHs
KauecTBa OKa3aHUS HE(POIOrHYEeCKON IOMOILM B
Camnkr-IlerepOypre:

1. [NoBwimenne oObema hrHaHCHpPOBaHUS HEDPO-
JIOTHYECKOM CITy>KObI, yBeJIMUeHHE Tapr(oB Ha Jeyue-
HUE TAIIMEeHTOB C IATOJIOTHEH MOYeK, BBHIIOJHEHHE
Hedpobuoricuu, nposeaeHue 3I1T.

2. IloBbImeHre JOCTYIMHOCTH W KadecTBa amOy-
JIAaTOPHOM KOHCYJABTATHBHO-AMArHOCTUYECKOW TTOMO-
LM

- BBEJICHME JIOTIOJIHUTENBHBIX CTABOK Bpauei-
HE(POJIOTOB B TMONHUKIMHAKAX W aMOYyJIaTOPHBIX
KOHCYJIbTaTUBHO-JUArHOCTUYECKUX OTIEJICHUSX CTa-
LIMOHAPOB.

3. VBenu4eHue Yuclia ¥ KOGYHOH eMKOCTH Hedpo-
JIOTMYECKHX OT/AEJIEHUH B CTallMOHapax roposja.

4. CoOBepILICHCTBOBAHUE JMATHOCTUYECCKON 0a3bl
amMOyJTaTOPHBIX M CTAIlMOHAPHBIX TOJIpa3/IeleHUH,
OKa3bIBAIOLIMX HE(PPOIOTHUECKYIO IOMOLLb:

- B TOM YHCJI€, IIOBBILICHNUE JOCTYITHOCTU BBIIIOJI-
HEHMS CIOXHBIX M JOPOTOCTOALIMX HCCIIEIOBAHHUM
(TUCTONOTHYECKUX, UMMYHOTHCTOXHUMHYECKHUX ).

5. YBenMueHue 1011 NalUEeHTOB C TEPMUHAIBHOMN
cragueil XbII, BBOAMMBIX B IPOrpaMMHBINA THAIN3 B
IIAHOBOM IOPSIIIKE.

6. Pa3zBuTre Xupypruu cocyaucToro JOoCTymna:

- apTepuOBEHO3HAas (PUCTYIa — OCHOBHOM JOCTYII
IIpY BBEJICHUM MAIIUEHTA B IPOrpaMMHBIN THAIN3;

- pa3BHUTHUE YHJIOBACKYISIPHON XUPypruu 1ist hop-
MHUPOBaHUS U PEKOHCTPYKIIMH COCYIUCTOTO JOCTYTIA.

7. OOHOBICHUE TIapKa amnmnapaToB «HCKYCCTBEH-
Hasl [104Ka» B (efepalbHbIX U MyHULUIAJIbHBIX Me-
JULIMHCKUX OpraHu3aLusx.

8. TloBBIlIEHNE TEPPUTOPUATBHON U TpaHCIOPT-
HOW JJOCTYITHOCTHU JMaju3a.
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9. CoBepIICHCTBOBAHUE CHCTEMBI ITOATOTOBKH
Bpaueli-He(pOoJIOTOB.

Pemrenrie maHHBIX 33184 CYMTAEM MPUOPUTETOM
JUIsl OPTaHU3aTOPOB 3IPABOOXPAHCHUS U MEIUIIMH-
CKUX Pa0OTHHMKOB, OTBEYANOIIUX 3a OKa3aHHE He(po-
JIOTUYECKOH ToMOIIH. X BBIMOJHEHHE HEOOXOIMMO
JUTSI CYIIECTBEHHON ONTHUMH3AIIMH CHCTEMBI 00ectie-
YEHUS] METUITMHCKOM ITOMOIIBIO TTAIIMEHTOB He(poio-
THYECKOTO MTPOUIIS, KOHEYHOU TEITBbI0 KOTOPOH SIBIIS-
€TCSl YITy4IlIEHUE Pe3yAbTaTOB JICUYCHUSI U MOBBIILICHUE
X KauecTBa JKU3HHU.
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PEDEPAT
B 0630pe npuBeaeHbl HoBeNLLME AaHHbIE O Kaccudukauuu, natoreHese, KIMHUKO-reHeTUYeCcKMM 0COBEeHHOCTSM, Tepanum
nepsuyHOM runepokcanypuu |, I, [l TMNoB y AeTen ¢ ayTOCOMHO-PeLEeCCUBHBIM TUMOM HacneoBaHus. Ha noptane opdaHHbIxX

3abonesaHuii ORPHA npencTaBfieHbl reHbl, OTBETCTBEHHbIE 3a Pa3BUTME NEPBUYHON rmnepokcanypum | Tuna AGXT (93598);
I una GRHPR (93599), Il Tuna HOGA1 (93600). B peaynbraTte BCEMUPHBLIX TEHETUYECKMX UCCNef0BaHNN YCTaHOBEHbI Na-
TOreHes, 0COBEHHOCTU KIIMHMYECKOro hbeHoTUMNa 1 reHoTUNa NEPBUYHON runepokcanypun. B ocHoBe naToreHesa nepsuy-
HOW runepokcanypun y aeTei nexuT HapyleHne metabonmama rmvokcunata B nededn. @epmeHt AGT katanmsamnpyeT npe-
BpalleHue L-anaHuHa u ruokcunarta B nupysart 1 minumH, KoGepMeHTOM AaHHOM peakuymn BbiCTynaet sutamud By (nupu-
[OKCVH). YBenuyeHne BbIpaboTKM SHAOrEHHOr0 okcanara NpUBOAUT K MOBLILLEHWIO KOHLEHTPauun oKcanatoB B KPOBU U
MOYEBOW 9KCKPELMM OKCanaToB ¢ 06pa3oBaHMEM MOYEYHbIX OKCaNaTHO-KaNbLMEBLIX KPUCTANIOB U PEHTFEHOKOHTPACTHBIX
KOHKPEMEHTOB (MOHOrMApPaT okcanaTa Kanbuus — BEBEJUINT, AUTMApaT okcanarta kanbumsa — segennut). Puck nporpeccu-
pOBaHMS NpU NepPBMYHON runepokcanypun y aeten | n Il Tunos Beicokuii. C yBenMYeHneM ypOBHSI OKCanaTtoB B CbIBOPOTKE
KpPOBM 1 06pa30BaHMs KPUCTAIOB OKcanarta KaibLus C OT/IOXKEHNEM BO MHOMMX OpraHax U TKaHsxX pa3BrBaeTCcs CUCTEMHbIN
okcanoad. Tepanusa NeEPBUYHON rMNepokcanypun y eTei BkaoyaeT: rugpataumio (3 n/m?/cyt) n umtpatel 100-150 mr/kr/cyt
(umTpar kanua 0,3-0,5 MMOJIb/Kr/CyT), NMPUAOKCKH B A03e OT 5 A0 20 Mr/Kr/CyT Npy BUTaMWH B,-4yBCTBUTE/IbHOM opMe
nepBuYHOK runepokcanypun | Tuna. 9ddekTBHO Ha3HavyeHne oxalobacter formigenes n anetbl. OcylecTBnsieTcs KOMOU-
HMWPOBaHHAaA TPaHCMIAHTaLMA NEeYeHN 1 3aTeM MOoYeK UM OOHOBPEMEHHAA NedYeHn 1 nodek y nauyeHTos ¢ M | tmna npu
Bg-HE4YYBCTBMTENLHOM U1 M30/IMPOBaHHAs TPAHCMIaHTaUMs neveHn npu B -4yBCTBUTENBHOM BapuaHtax. CBoeBpemMeHHoe
MOJIEKYNIIPHO-reHeTn4eckoe nccnenoBaHne y geten ¢ HeppokasbLMHO30M NO3BONSET YCTAHOBUTL KIIMHUKO-TEHETUYECKUI
nvarHos I 1, 11, 1ll TvnoB, ocyLecTBUTbL NEPCOHANN3NPOBAHHbIV MOOXOA K IEYEHMIO N NPEANKTUBHOCTb—MPOrHO3MPOBaHME
COCTOSIHMS 340POBbS B OyayLLEM.

KnioueBble cnoBa: nepBuyHas runepokcanypus,okcanartbl, rmmokcunart, ¢eHotun Ml reHotun NI, HedpoknanbLNHO3,
HedponuTuas, oetm
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ABSTRACT

This review presents the latest data on the classification, pathogenesis, clinical and genetic features, and therapy of primary
hyperoxaluria types |, I, and Ill in children with autosomal recessive inheritance. ORPHA portal of orphan diseases presents
genes responsible for primary hyperoxaluria type | AGXT (93598); type Il and type Il GRHPR (93599), type Il HOGA1 (93600).
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Worldwide genetic studies have established the pathogenesis, clinical phenotype and genotype features of primary hyperox-
aluria. The pathogenesis of primary hyperoxaluria in children is based on impaired hepatic glyoxylate metabolism. The enzyme
AGT catalyzes the conversion of L-alanine and glyoxylate to pyruvate and glycine, with vitamin B6 (pyridoxine) serving as a
coenzyme for this reaction. Increased production of endogenous oxalate leads to increased blood oxalate concentrations and
urinary oxalate excretion with the formation of renal calcium oxalate crystals and radiopaque concrements (calcium oxalate
monohydrate — vevelite, calcium oxalate dihydrate — vedellite). High risk of progression to chronic kidney disease in primary
hyperoxaluria in children of types | and Il. Systemic oxalosis develops with increasing serum oxalate levels and the formation
of calcium oxalate crystals with deposition in many organs and tissues. Therapy for primary hyperoxaluria in children includes:
hydration (3I/m?/day) and citrates 100-150 mg/kg/day (potassium citrate 0.3-0.5 mmol/kg/day), pyridoxine at a dose of 5 to
20 mg/kg/day for vitamin B6 sensitive type | primary hyperoxaluria. Administration of oxalobacter formigenes and diet is effec-
tive. Combined liver and then kidney transplantation or simultaneous liver and kidney transplantation in patients with type | PH
in B6-insensitive and isolated liver transplantation in B6-sensitive variants are performed. Timely molecular genetic testing in
children with nephrocalcinosis makes it possible to establish a clinical and genetic diagnosis of type |, Il, lll PH, to carry out a
personalised approach to treatment and to predict future health status.

Keywords: primary hyperoxaluria, oxalates, glyoxylate, PH phenotype, PH genotype, nephrocalcinosis, nephrolithiasis, children

For citation: Amiryan M.O., Leviashvili Zh.G., Savenkova N.D. Primary hyperoxaluria I, II, III types in children (review of literature). Nephrology

(Saint-Petersburg) 2023;27(1):18-30 (In Russ.). doi: 10.36485/1561-6274-2023-27-1-18-30

[lepsuunas runepoxcanypus (I1I) I, II, III tu-
OB — penkasi 00Je3Hb C ayTOCOMHO-PEIECCUBHBIM
turioMm HaciemoBanus. 1IN I, 11, III tumoB o6yciioB-
nera myramusmu B reHax AGXT (ORPHA 93598,
OMIM 259900); GRHPR (ORPHA 93599, OMIM
260000); HOGA1 (ORPHA 93600, OMIM 613616)
cootBeTcTBeHHO [1-10].

III" Bctpeuaetca y 1 u3 58 000 uenosek [9-12]. I1I"
| Tuma y mereit sBisieTcst Hanbosee TSHKenoi (hopMoi,
ncxonoM B XBII mocie 3 net (80 %). [NammenTsr ¢ T1T7
I tuma B 50 %, I1I" 1T Tuma B 10 % nporpeccupyrot 10
5 craguu XBII, B 28 % — TpeOyIoT 3aMECTUTEIILHYIO
MOYEYHYI0 Teparuio B Bo3pacte 1o 15 jer [9—-12].

B ocHoBe marorenesa III' y nereil nexxur Hapy-
nieHue Mera0oiau3Ma DIMokcwiata B nedeHu. Hop-
MaJIbHBIN TpoLecc MeTadoau3Ma INIMOKCHIIATa C y4a-
cTieM (EpMEHTOB IEUYEHH: MPOJIMH-ACTHIPOreHasa
(PRODH2) — pnenbra-1-nupponus-S-kapOOKCHIaT

neruaporenaza 1 (IPSCDH) —  miyramus-
OKCaJoyKcycHass Tpancammaaza 2 (GOT2) —
4-runpokcu-2-okconmyrapar-ainpaonaza  (HOGATL)

— TIMOKCHJIAT — W THUAPOKCHITAPYBaT-peIyKTa3a
(GRHPR) < rumgpokcu-kucnor-okcuaaza 1 (HAO1)
—  QJaHUH-TJIMOKCUJIATHAsT W  CEPUH-TIUPYyBaT-
amuHoTtpanchepasza (AGXT) — nakraraeruaporeHa-
3a (LDHA) mpencrasnen Ha puc. 1, a, 0 [9]. DepmeHT
AGT karanusupyer npeBpaiienrie L-arannaa u rim-
OKCHJIaTa B TIPYBAT U TIIHIINH, KO)EepMEHTOM TaHHOK
peakuuy BBICTYNaeT BUTaMuH B, (mupumokcun) [9].
[Muokcuar B OCHOBHOM CHHTE3UPYETCsI B TICUCHH,
SIBIISIETCS.  HEMOCPEJCTBEHHBIM TPEIIICCTBEHHUKOM
OKcaslaTa, MPOAYLHpYyeTcs, MpeoOpa3oBHIBAeTCS U
CHUHTE3UPYETCS B IMOCIEIOBATEIHEHOM KacKae JBYMS
OCHOBHBIMHU ITyTsIMH [3—10]. I1epBrblii MyTh: NIMOKCH-
natr o0OpasyeTcsl myTeM KaTabosiM3Ma THIPOKCHIIPO-
JMHA, 00eCIIeYMBaeTCsl KOJUIATCHOM, IOJyYeHHBIM

U3 KUBOTHOTO O€JKa, MpeoOpa3oBbIBaeTCA U CUHTE-
3upyercs moj AeUCTBHEM (DEpMEHTOB IIIMOKCUIIAT
penykraza/ruapokcunupysar penykraza (GRHPR) B
MHUTOXOHIPHSIX U 1tuTo307¢e (cM. puc. 1) [3—10]. Bto-
PO MyTh MPOAYKIIUHU TPOUCXOANT 3a CUET OKHCICHHE
IJIMKOJIaTa, B OCHOBHOM ITPH NOTPEOJICHNH BereTapu-
AQHCKOM MUY, TPeoOPa30BbIBACTCS U CUHTE3UPYETCS
MoJ] IGMCTBHEM MTEPOKCHCOMATBHOTO (hepMEeHTa TIIH-
KOJIATOKCHUJIa3bl B Tiepokcucome (cMm. puc. 1) [3—-10].

B tabxn. 1 mpencrasieHbl pepMEHTHI, Y4acTBYIO-
HIKe B METaboIM3Me IIMOKCUIIATa, ¥ T€Hbl, KOAUPYIO-
e 3T pepmenTsr [9].

Xapaxkmepucmuku KiuHuuecko2o gpenomuna u
2cenomuna IIT

II' I Tuna siBnsiercss HanbosIee YacTON U TSHKEJIOH
dopmoii. Yactora [ Tuna B crpykrype [T cocrapnsier
okoio 80% [9, 13]. B 30% y manueHToB AHarHoCTH-
pytot III" | Tnna Ha craguu TepMUHAIBHOM MOYEUHON
HegocrarounoctH (TIIH) [9-15].

C yBenn4eHneM ypOBHS OKCAIaTOB B CHIBOPOTKE
KpPOBHU HapacTaeT 00pa3oBaHUe KPUCTAIIOB OKcalara
KaJbI¥sl, KOTOPBIA OTKJIAAbIBAETCS BO MHOTHMX TKa-
HSIX, IPUBOJS K CUCTEMHOMY OKcaio3y [9, 10].

®enorunmuecku [T xapakTepusyercs 00NE€BBIM
CHUMIITOMOM, FeéMaTypHue, SMU304aMH MOYEBON UH-
(exun, MOBBIILICHUEM MOYEBOM 3KCKpPELMU OKcaja-
TOB y JIeTeH, pa3BUTHEM KOPTHKaJIbHOIO He(pOKaib-
nrHo3a 1o Y3 ¢ penuaIuBUPYIOMIMME OKCaJaTHO-
KaJIbIIUEBBIMU KOHKPEMEHTAMHU, MPOTrpecCHpOBaHU-
em B XbBII B pannem Bozpacte npu I-1I tune [15].

Hanporus, y 50 % nanuenros ¢ I1I" II Tuna n me-
Hee y 5-10% c III" IIl Tuma ycTaHaBIUBarOT MCXOI
B XBII C4-5 [9, 13—16]. XapakTepHbIMH KJIMHUYE-
ckumu npusHakamu [1I7 sBnsirores HeQpoKaIbLIUHO3
n Hedpommtuas (90%) [9]. Cxema maroreHesa mep-
BUYHOW THUIEPOKCAITYpUH NpEICTaBlIeHa Ha puc. 2
(cocTaBnena o AaHHBIM JuTepatypsl) [9, 10, 16].
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PucyHok 1. Cxema meTabonumama rmruokcunaTa B renatoumTtax (a) u pepmeHTbl, ydacTByole B Metabonmame rnmokcunara (6) (co-

CTaBJIEHO MO JaHHbIM nnTepaTtypsbl) [3—10].

Figure 1. a) glyoxylate metabolism scheme in hepatocytes, b) enzymes involved in glyoxylate metabolism (compiled according to the

literature).
Tabnuua 1/ Table 1
Haunbonee BaxHble pepMeHTbI, y4acTBylOLME B MeTabonuame rnmokcunara
1 Kogupyloume nxreHol [9]
Designation of the most relevant enzymes involved in glyoxylate metabolism
and theirrespective genes [9]
depmeHT Benok feH MNr | BHyTpukneTou- | Xapakrep Cy6cTpar
TN | Hasinokanmaauus | akcrnpeccun

1 | MNponuHaernpporeHasa HYPDH PRODH2 MwuTtoxoHapum | MeyeHb, noykn | Ubiquinone-10
Proline dehydrogenase 21 Y6uxuHoH-10

2 | Oenbta-1-nnpponnH-5- 1P5CDH | ALDH4A1 MutoxoHgpuun | MoscemecTHada | NAD*
KapbokcunatgerngporeHasa 1 aKkcnpeccus
Delta-1-pyrroline-5-carboxylate
dehydrogenase 1

3 | MyTamMunH-okcanoykcycHas TpaHcammHasza 2 | AspAT GOoT2 MwuTtoxoHgpun | MoBcemecTHas | Aspartate
Glutamic-oxaloacetic transaminase 2 aKcnpeccus AcnaprtaTt

4 | 4-Twppokcu-2-oKcornytapartanbaonasa HOGA, HOGA1 M 1| MutoxoHgpun | MNedveHb, NoYkn
4-Hydroxy-2-oxoglutarate aldolase DHDPSL 1 UMTO30/b

5 | MunokcunaTt- v rmgpokecmnmpysat GRHPR GRHPR Mr il | Mutoxorgpun | MNoscemectHas | NADPH
penykTasa GLXR M UNTO30J1b akcnpeccus
Glyoxylate and hydroxypyruvate reductase

6 | Okcmpasa ruapokcukmcnoT 1 HAO, GO | HAO1 Peroxisome TonbkoBnedexn | O,
Hydroxyacid oxidase 1 GOX [Mepokcroma

7 | ANaHNH-IMMOKCMNaTHas 1 CepUH- AGT, AGXT Mril |Peroxisome Tonbko B neyeHu | Alanine AnaHnH
nupyeaTtamumHoTpaHchepasa AGXT1 Mepokcnoma
Alanine-glyoxylate and serine-pyruvate
aminotransferase

8 | Lactate dehydrogenase A LDH LDHA Cytosol MoecemecTHasa | NAD*
NaktatoernaporeHasa LMTO30/b akcnpeccus
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IlepBuuHasi runepokcaaypus I tuna

[I" I Tuna obycnoBneHa mytauusmu B rene AGXT,
KapTHUPOBAHHOM Ha XpoMocoMe 2q37.3, KoaupyroeM
MEUYCHOYHBIH MEPOKCHCOMABHBINA (PEPMEHT allaHWH-
rokcunar-amuaorpancdepasy (AGT) (cm. puc. 2)
[1,2,8,9,17-22].

I'en AGXT xommpyer ¢epment AGT c moie-
KyJsipHOM Maccoil oxosno 43 x[a. Unentuduuu-
poBaro Oosiee 200 TOMO3HIOTHBIX MM KOMITAYH]I-
reTepo3UroTHhIX MyTanuii B rene AGXT, KoTopsie
oOHapy:xeHbl BO Bcex 11 ax3onax [18, 20]. Myranuwu,
00yCIIaBIMBAIOT 3HAUYUTENbHYIO MM IOJHYIO IOTe-
pro aktuBHOCTH (pepmenta [16, 17]. YeTsipe myTa-
uuu B reae AGXT (Gly170Arg, [1e244Thr, Phel1521le
u Gly41Arg) npuBoasar k skcupeccun 6enka AGT ¢
YAaCTUYHBIM COXpaHeHuEeM ero akTuBHocTH [10, 20].
IIpu II" I Tuna Gonpmas yacte AGT nokanusyercs
B MUTOXOHJPHSX, a HE B IIEpOKCHCcOMax. BrisiBieHa

KOppesALrs MEXIy TEHOTHIIOM W (PEeHOTHIIOM s
cneruuveckux mytanmii rena AGXT [18, 20]. Jle-
(GUUAT WK OTCYTCTBHME NMEYEHOYHOTO BUTAMHUH-B -
3aBHCUMOrO TepokcucomanbHoro ¢epmenta AGT
MPUBOIUT K TOBBIILICHHOMY CHHTE3y OKCalaTOB U3
rmuokcwnara [9, 10, 16, 18]. C ydyeToM pasnuaHoi
skcmipeccun 0enka AGT 1 ero aKTHBHOCTH BBIZIEIIS-
toT 3 rerernyecknx Buga 1" I tuma, oOycioBnen-
HbIX oTcyTcTBHEM Oesika AGT u ero KaraauTuecKou
aktuBHOCTH (y 40% manueHToB); HalIM4yueM Oeika
AGT, HO OTCYTCTBHMEM €T0 KaTaJIUTHUYECCKOU aKTHUB-
HocTH (y 15% nanuenToB); Hamuuuem Oenka AGT
M ero KaTaJuTH4YecKol akThBHOCTH Ha 50 % HIDKe
HOpMaJibHbIX 3HaueHui [9, 10]. III' I Tuna BbI3BaHa
OTCYTCTBUEM CHEIM(PUUECKON /IS TIeUeHN aJaHWH-
[IIUOKCHIIAT-aMUHOTPaHC(epas3bl, IKCKPEIUS TIIUKO-
Jlata ¢ MOUOM TTOBBIIIEHA Y OOJIBIIMHCTBA MAlUCHTOB

[9, 10, 22].
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PucyHok 2. Cxema naTtoreHesa nepBuYHON runepokcanypum (renatoumt). a — npu M1 tuna (PH 1) Bcneacteme mytaumm B reHe AGXT,
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Il Tna Bcneacteue Mmytauuii B reHe GRHPR, KOOUPYOLWEM LMTO30JbHbI pepMeHT ruapokcunupysatpenyktasdy (HPR) 1 umto3ons-
HbIi/MUTOXOHAPWANbHBI depMeHT muokecunatpeaykrady (GR), katanusmpyoLume npespalleHne rmgpokcunupysarta B D-rnviuepat
1 rnnokcunaTa B rmukonat B MutoxoHapuu; B — npu NI 1l Tuna sBcnencteme mytauum B reHe HOGA 1, kogmpyeTcs crneumdunydHblii ans
nevyeHn MUTOXOHAPUASbHBIN GEPMEHT 4-rnapoKCu-2-0KCUrnyTapaT-anbaonasa B MUTOXOHAPUY U LLUTO30JE.

Figure 2. Scheme of pathogenesis of primary hyperoxaluria (hepatocyte)a) in type | PG (PH 1) due to a mutation in the AGT gene, the
hepatic peroxisomal enzyme alanine-glyoxylate aminotransferase (AGT) is encoded in the peroxisome; b) in type Il PG due to muta-
tions in the GRHPR gene encoding cytosolic enzyme hydroxypyruvate reductase (HPR) and cytosolic/mitochondrial enzyme glyoxylate
reductase (GR), catalyzing the conversion of hydroxypyruvate to D-glycerate and glyoxylate to glycolate in mitochondria; c) in type llI
PG due to mutation in the HLA 1 gene, the liver-specific mitochondrial enzyme 4-hydroxy-2-oxyglutarate aldolase is encoded in the
mitochondria and cytosol.
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Tabnuua 2 / Table 2
KnuHuueckas knaccudpukaumsa nepenyHoOn
runepokcanypum |l Tuna [9, 10]
Clinical classification of primary
hyperoxaluria type 1 [9, 10]

dopma ManudecTtauns
MHdaHTunbHas Cpo1ropa
OBeHUNbHasA Crapwe 1 roga
B3pocnas 18 net n ctapwe

[ocne n3onnMpoBaHHOM TpaHe- | BO3HMKaeT peumane B TPaHC-
naaHTaumm NoYkn nnaHrare

BeccumnTomHas

Mpyv ceEMeNHOM CKPUHUHTEe

III" muna 1 ungpanmunvnas ghopma SBISICTCS
TSDKEJION, HanboJiee pacpoCcTpaHeHHOM (COCTaBIsET
ot 70 mo 80 %), xapakTepusyeTcs 3a7epKKOi pocra,
JIeUITITOM MacChl Teja, OTIIOKEHUSIMI KPUCTAIIIIOB
OKcallaTa KaJbI¥sl B TOYKaX U/UIIM KAMHSIMH B TIOYKaX,
MOYEBOM Iy3bIpE WIH ypeTpe, peLUANBUPYIOLIHUE Ie-
MaTypus, 4acTele U OOJIe3HEHHBIE MOYEHCITYCKaHUA,
ro4yeyHasi KOJNWKa, MHQEKIUH MOUYEBBIBOMSIINX ITy-
Teit y nereit. MadanTmiibHAsS dopma MaHUECTHPYET
y ZleTel B Bo3pacte /10 1 roja u XxapakTepusyercs Ha-
anureM HedpokanbuuHosa (91%), HegocTaToYHOM
npubaskoit Maccel Tena (22 %), napexnusimu OMC
(21%) u mporpeccuposanuem B XbII [9, 10, 14, 23].
IIT" I Tuna nporpeccupyer B TepmuHaibHyro XbII,
TpeOyIONIy0 3aMECTHUTEIHHON IOYEYHOW Teparnuu
(3IIT) gmammzom — TITH [9-10].

IIT muna I 0eenunvhas popma mannectupyer
y MalMeHTOB B JIETCTBE WJIM MOJPOCTKOBOM BO3pac-
Te (erkas hopma), XapaKTepu3yeTcsi peluIuBHPYIO-
M Heppo- u yponutnazom (84 %), B MoueBOM
ITy3BIPE WITH YPETPE, SHYPE3OM.

ITepBbie cumnromsl [T I Tuna y nereit kinHuye-
CKU TIPOSIBISIIOTCS MOYEUHOUM KOJMKOM, reMaTypueH,
nH}EKIHel MOYEBbIX MyTel, HepOKaTbLIMHO30M B
41%; pexxe OBYCTOPOHHEH OOCTPYKIMEH MOUYEBBIX
IyTel C Pa3BUTHEM OCTPOTO TOBPEKACHUSA TIOYEK.
OxcanaTHO-KaJbIIMEeBbIE KOHKPEMEHTHI  SBIISIOTCS
PEHTTEHOKOHTPACTHBIME, 00OHAPYKUBAIOTCS B 00enX
MOYKax U MOueBbIX NyTsx [9, 10, 18, 19, 24]. V nereit
¢ 1oBeHuabHOM Qopmoii I1I" I tuna B 20-50% pasz-
BHBAETCS NPOrPECCUPYIOIIEe MOBPEXKJIEHUE IOYEK,
BemyIiee K mouyedHoi HemoctatouHocTh. [Ipu CKD
<40-45 ma/mMunrx 1,73 M? ypoBHHU OKcallara B TUIa3Me
PE3KO0 BO3PACTAIOT, M POUCXOIUT BHETIOUEIHOE OTIIO-
x)eHne okcanara kanbims (CaOx), maBHBIM 00pa3oM
B KOCTSIX, MUOKAp/€ U LICHTPAJIbHON HEPBHOU CHUCTE-
me [9, 10, 25], HakarIMBaThCS B KOXKE, CETYATKE IJ1a3,
KpoBeHOCHBIX cocynax. Bece nmanuentst ¢ I1T7 I Tuna
UMeroT puck pasButus TXbBII, ojHako, onucaHsbl Jier-
KHe WIH Jaxke OeccuMnToMHbIe cirydan [9, 10, 25].

Ilocne usonuposannoin mpancnianmayuu no-
yex y aereit ¢ [II' MOryT Bo3HUKaTh pelUANUBEI 00-
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JIE3HW B TPaHCIUIAHTaTe, MO pe3yJibraTram OWoTCcHu
oOHapyxuBatoT omiokeHne CaOx, 9ro yXymamaer-
MIPOrHO3 MOYeYHOro TpaHcruianTara [9, 10].
beccumnmomnan ¢hopma, BuIsABIsIEMAs NPHU Ce-
MEHHOM CKPHUHHUHTE, XapaKTepU3yeTcsl ypoIuTHA30M
¢ penxkum otxokaenueMm kamuelr, XbH B 50%. Ilo
nmauubeIM J. Harambat et al. (2010), u3 155 manuenton
y 20 nuarHoctupoBana I[II' I Tuna, Bkimrouast Tex, y
KOTOPBIX 00JIE3Hb MpoTeKana 6eccumMnTomMHO) [20].

IlepBuynas runepoxcanypus II Tuna

Myrtanun B rene GRHPR, n0KaanM30BaHHOM Ha
xpoMocome 9pl3, KoauMpyrOIIEeM IUTO30JbHBIN (ep-
MeHT runpokcunupyBarpenykrasy (HPR) u iuto3oms-
HBIH/MUTOXOHJIPUANBHBIA  ()ePMEHT TIMOKCHIIATpe-
nykrasy (GR), KOTOpbIe KaTalnn3upyroT MpeBpalieHue
THJIpOKCHUITUpYBaTa B D-mniepar ¥ mIHOKcuiaTa B
TJIMKOJAT, 0TBeTCTBEHHBI 3a pazButue [1I II Tuma [22].
[1I" II Tuma conpoBOKAAETCS yBEINICHHEM 00pa3oBa-
Hug okcanatoB U L-mmunepara. I I Tuna auarsoctu-
pytot B 10% Bcex cimyuaes [9, 10, 15]. lonrocpounstlii
nporuo3 g nereid ¢ 17 11 tuma Gonee GmaronpusiT-
Hbli, yeM nipu 1" [ Tuna [26]. Pa3Butne TepmMuHaib-
HOM CTaJuM MOYEYHOW HEJOCTATOYHOCTH YCTaHAaBIIU-
BalOT B Bo3pacTe crapie 25 jer [9, 10, 15].

IlepBuunasi runepokcaaypus IIT Tuna

II' 1II Tuma oOyciioBiieHa MYyTalWsIMU B TEHE
HOGAI, noxanu3oBaHHOM Ha xpomocome 10q24,
KOAMpYIOIeH crenupruHbIA A eYeHH MUTOXOH-
JIpUaNbHBIH (QepMeHT 4-TUAPOKCHU-2-OKCHUIITyTapar-
anpaonasy. B pesynerare mytanuu reaa HOGA I BoI-
SBIISIIOT TIIMKOJIEBYIO allUAYPHIO M TUTIEPOKCATYPHIO,
MOBBIIIIEHHYIO JKCKPEIHIO THIPOKCHOKCUTITyTapara
(HOG) nnmu tmyramara (DHG) [6, 9, 10, 15].

III' Il Tuna BcTpewaerca npuMepHO B 5% ciy-
yaeB cpeau nanueHToB ¢ [N [9]. OrcyrcTBue dep-
MeHTaTuBHON akTtuBHOCTH HOGAI yBenmnyuBaeT
KOJTMYECTBO TUApOokcH-okcH-rmyTapara (HOG), xo-
TOPBIM NPOCAYMUBAECTCSA U3 MUTOXOHAPUM B LIMTO30JIb,
IJIe WHTHOMPYET NEHCTBHE TIITMOKCHUIATPEyKTa3bl/
runpokcunupysatpeaykrassl (GRHPR; npu IITN 11
tuna) (cM. puc. 2). Uarubuposanue rmokcuiaTpe-
JIYKTa3bl/ THUAPOKCUIIHPYBATPEIYKTa3bl TMPHBOIUT
K 00pa30BaHUIO OKCAJAaTOB U3 TIIMOKCIUTA, YTO CO-
MPOBOXKJIAETCSl  3HAYUTEIBLHOM  T'HUIIEpOKCaTypuei
(>1 mmonw/1,73 m*/cyT) [9, 10]. detu ¢ IIT" 11T Tuna
OOBIYHO MMEIOT PEIMIUBHPYIONINE KOHKPEMEHTHI B
MOUEBOH CHUCTeMe B paHHeM BozpacTe [9, 10, 27-29],
9YT0 TpeOyeT MHBAa3MBHBIX METOJOB YJIAJICHHS KaM-
ueit. Kimmanaeckuit perorun [ 111 Tuma y mereii xa-
paKTepu3yeTCs: TOBBIIIIEHHBIM YPOBHEM OKCAJIaTOB B
1a3Me, TUMEePOKCATYPUEH, IHKOIEBOU auuaypuei,
TUNepKajIblMypuel, runepypukosypuei [8, 9].

Paznmuuus cpenu III I w IITN I, 1T Tunos 3akitto-
YaloTCsl B CHMIKEHHWU BBIPAKEHHOCTH KIMHUYECKHX
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CHUMIITOMOB C TeueHHEeM BpeMmeHH [3, 28, 29]. V meteit
¢ III" III Tuna pexxe mporpeccupyet TXbII [9, 10] B
ommnuue ot I I tuma (mpubnusurensao 90-100%
puckom paseutust TXbII ¢ Teduenuem Bpemenu) [9, 10]
u I1I" I Tuma (oxomno 20 % pucka pazsutus TXbII) [6].

IlepBuyHasi runmepokcajypusi 6e3 o0Hapy:Ke-
Hust myranuii B renax AGXT, GRHPR, HOGA.
[TpubnusurensHo B 5% y nanuenton c III" He yna-
eTcs oOHapyXuTh Mytauuu B reHax AGXT, GRHPR
umu HOGAI [9].

Jumarnoctuka IIT" I, II, III TumoB ocHoBaHa Ha
[8-10, 30] (Tabm. 4):

1. Yaompaszeykoeom uccrnedosanuu (Y3H) nouex u
MOUe8020 Ny3vipsi BBIBISET KOPTUKAJILHBINA Hedpo-
KaJIbIIMHO3, KOHKPEMEHTH B MOYEBBIX MYTSIX, MPH
TEPMUHAIBHON CTaJWU IOYEYHOW HEAO0CTAaTOYHO-
ctr — quddy3HbIi HehpPOKATBIUHO3 (KOPTHKAIBHBIH
1 MenyJuIApHBIN) y manyenTos ¢ [

2. IlosviuenHuu Mmouegou IKCKpeyuu OKcald-
mos — Gonee 1 mmone/1,73 M*/cyT, B Tpex mocie-
JIOBAaTEIIbHBIX CYTOYHBIX cOopa Mouu (B HOpMeE
<0,5 mmone/1,73 m?/cyT). HekoTopbie MarnueHThl C
III' [ Tuna B ceMeHBIX UCCIEA0BAHUAX MOT'YT UMETh
HOPMAaJIbHYIO HJIM CJIerKa MOBBIIICHHYIO KCKPELHNIO
okcayara ¢ mouoit (0,5-1,0 mmons/1,73 m*/cyT).

3. osviuenuu yposHs oxkcaiama  Kposu — dornee
<7,4 mxmons/11. [To nanaeiM S-A. Hulton (2016), ypo-
BEHb OKCaJlaTa B KPOBU HE TIOBBILIEH, €CIIM HET 3Ha4YM-
TENTBHOTO He(POKaJIbLUHO3a WU
camwkenust CK® [30]. YposeHsb
OKcajata B KPOBH YBEINYHBACTCS
no mepe cHwkeHus: CK®, 3Haue-
Hust >100 MKMONB/T OKCalaroB
xapakrepHo nus 111, ogHako, HeT

5. llogvluenuu oxcanam/KpeamuHuH08020 UHOEK-
ca (Tabm. 3).

6. CKkpunuHee OpeaHuyecKux KUcCiom 6 CYmou-
HOU MOYe — TJIMICPUHOBAs KHUCIOTA, 4-THAPOKCHU-
rytamar. Jlis 6onbiuacTBa nanuenTos ¢ [T stot
TECT SIBISICTCS TUATHOCTUIECKUM, XOTSI €CTh PEIKue
COOOIIEHNSI O HOPMAJIBHOW SKCKPEIUH TIUIEPHHO-
BOH KHCIIOTHI B TEHETHYECKH TTONTBEPKICHHBIX CITy-
yasx [II" I tuna. [loBbllIeHHBI YpOBEHb MOYEBOM
4-eudpoxcu-enymamam (HOG) siBnsieTcsi CKpUHUHIO-
BbIM MeTabosmrom 1IN I11 Tuma.

7. IHosvluennuu sxckpeyuu L-enuyepunogotl Kuc-
aomul ¢ moyou. Y mauuenton ¢ IIIT II moueynsimMu
KOHKpEMEHTaMH W/WiH He(POKaIbIIMHO30M BBICOKAs
SKCKpenus L-TiIuiepruHOBOM KUCIOTHI >28 MMOIb/
MOJIb KpeaTWHUHA (4acTh OOBIYHOTO CKPHHUHTA Op-
TaHUYECKUX KUCIIOT).

8. Illogbluwienuu omuouteHuss okcaiama K Kpea-
MUHUHY, OMHOWEHUS 2IUKOAAmAd K KpPeamuHuHy,
L-enuyepama k kpeamunurny moyu (tadm. 3).

9. OteHKe SKCKpennu Kanbius, ¢pocdaros, mar-
HUS B CyTOYHOU MOYeE.

10. MonekynsipHO-TeHETUYECKOM HCCIICIOBAHUH,
BBLIBIICHUHN MyTarwid B reHax AGXT, GRHPR, HOGA.

HopMmanbHble 3HaueHHs TOKaszaTesied MoueBOi
OKCKpEINH OKcajiara, TIHKojiara, L-TinieprHOBON
KHCJIOTBI, TUAPOKCH-OKCO-TITyTapara MpHUBEISHBI 110
B. Beck, B. Hoppe (2016) B Tabx. 3 [4, 20].

Tabnuua 3 / Table 3

HopmanbHoe 3HauyeHne nokasartesiei MoO4eBOi 3KCKpeLuumn
okcanara, rmukonara, L-rmuuepuHOBOIA KUCNOThI,
rmapokcu-okco-rnyrapara [4, 20]

Normal value of indicators of urinary excretion of oxalate, glycolate,

L-glyceric acid, hydroxy-oxo-glutarate according [4, 20]

YCTKOI0 Iopora, IO3BOJIAOIIC-

ro OTINYMThH TaruenToB ¢ I1I° oT
umn 3a 24 4

[MokasaTenn MOYeBOWN 3KCKpe-

HopmanbHble 3HavyeHns *

nauuentoB ¢ XbBII apyroit stuo-
noruu. [lpu coxpanHo# GyHKIIH

JKckpeums okcanata ¢ Mo4on

<0,50 mMosib unn <45 mr/1,73 M?/cyT (Ons BCex BO3-
pacToB)

IOYCK YPOBCHL OKCaJiaTa B KPOBU
HC ITOBBIIIACTCA. ypOBHI/I OoKcajia-

OKcKpeums rnykonara ¢ Mo4oi

<0,50 mmonb unn <45 mr/1,73 mM?/cyT (Ans Bcex BO3-
pacToB)

TOB B KPOBHU 1 3HAYCHUS HACBIIIC- -
KNCNOTbl C MO4Y0OU

Okckpeuns L-rnmuepunHoBon | <5 MKMONb/N (4151 BCEX BO3PACTOB)

musg CaOx (>1) B KpoBW 3HAYH- Skckpeuns HOG

<40 mkmonb/n 1,73 m?/cyT

TEJIHHO BbIlIE y manueHToB ¢ [T
I Tuna, yem y 310pOBBIX JHOAEH.
[Ipu ypoBHSIX OKcalaTtoB B Kpo-
BU >30 MKMOJIb YCTaHABJIMBAIOT

OTHOLEHMe okcanarta
K KpeaTUHUHY MO4M

B Bo3pacTte 0-6 mec: <325-360 MMOsb/MOIb
B Bo3pacTte 7-24 mec: <132-174 MMOJIb/MOIb
B Bo3pacTe 2-5 net: <98-101 Mmonb/mMonb

B Bo3pacTte 5-14 net: <70-82 Mmonb/mMonb

B Bo3pacTte > 16 net: <40 MMOJb/MONb

CK® <45 mun/mun/1,73 M* B OT-
muuare otT narmmentoB 6e3 111N I, y
KOTOPBIX TTOBBIIICHUE YPOBHS OK-
CaJIaTOB TIPOUCXOAUT TOJIBKO IIPH

OTHoOLEeHWe rmukonarta
K KpeaTUHNHY MOYK

B Bo3pacTte 0-6 mec: <363-425 MMOJ/b/MOJIb
B Bo3pacTte 7-24 mec: <245-293 MMOJib/MOJb
B BospacTe 2-5 net: <191-229 mmonb/monb
B BospacTte 5-14 net: <166-186 Mmonb/Mosb
B Bo3pacTe > 16 net: <99-125 MMob/Mosb

CK® <8 ma/mun/1,73 M2

4. llosviuwenuu ypogeus aiu-
Konama 6 Kpogu — y TAIluCHTOB
III" I Tuna.

OTHowweHue L-runueparta
K KpEaTUHUHY MOYU

B BogpacTte 0-6 mec: 14-205 MMOb/MONb
B BospacTte 7-24 mec: 14-205 mmonb/MOsb
B Bo3pacTte 2-5 net: 14-205 MMONIb/MOb
B Bo3pacTte 5-14 net: 23-138 MMonb/Monb
B Bo3pacTte > 16 net: <138 MMonb/mMonb
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ITokazarenn MoOuYeBOM OKCKpeluu (CYyTOUYHBIN
24-qacoBoii cOOp MOYN) Y IeTel BXOMIAT B IEPBUYHBIN
CKPUHHUHT JWAaTHOCTUKU. YBEJIWYEHHUE SHAOTCHHOTO
OKcajara, eYeHOYHOTO CHHTE3a MPHUBOIUT K MOBBI-
LIEHUIO KOHIEHTPAIMU OKCAJIaTOB B KPOBU M YBEJIH-
YEHUIO MOYEBOM AKCKPELUH OKCallaToB ¢ 0Opa3oBa-
HHUE TOYEUHBIX OKCAIaTHO-KaJIbLUEBBIX KPUCTAILIOB
n  (OPMHUPOBAHHUEM BBICOKOPEHTTEHOKOHTPACTHBIX
KOHKPEMEHTOB (MOHOTHpAT OKcajara KaJbLHUs —
BEBEJUIMT, AUTHIPAT OKcajlaTa KajbLus — BEICIUIUT,
IJ1a/IKOH TTOBEPXHOCTHIO), BBICOKMM PHCKOM IpOTrpec-
cuposanus B XBII npu I1T" I u II Tunax.

VYHUKaJIbHbIE CTPYKTYpPHO-KOMIIO3UIIMOHHBIE Xa-
PaKTEPUCTHUKH BBISIBICHBI B KOHKPEMEHTAX y JIETeH C
[I" — orcyrcTBHE Pochopa, 0OAHOPOAHAS MUHEPAIIB-
Has TWIOTHOCTH (12244277 mr/cm®) m omHOpOIHBIN
JJIEMEHTHBIN COCTaB MO CPAaBHEHHIO C KOHKpEMEHTa-

HopmanbHoe 3HauyeHne nokasaresiei MoO4eBOi 9KCKpeLuumn
(cyTOuHBIN, 24-yacoBoOii cOOp MO4M) y AeTell pa3HOro

Bo3pacTa [31]

Normal values of urinary excretion (daily 24-hour urine collection)

in children of different ages [31]

MU y AeTei 6e3 TeHeTHYeCKOW MpeapacIiooKeHHO-
ctu [32]. Ilpu BBICOKOM YpPOBHE OKCAJIaTOB B KPOBH
(6onee 7,4 MKMOJIB/T) HPOrpecCUpPyeT MOpPaKEHUE
nouek (mpu CK® <45 mn/mun/1,73 M? ypoBeHb OKkca-
7aToB B Tazme >30 MKMOJB/JT), CHUKAETCS KITUPEHC
OKCaJIaToB C MOYOU M MIPOUCXOJUT MYJIBTUCHCTEMHOE
OTJIOKEHHUE OKcajaToB, y mnamueHToB ¢ I1I" pa3BuBa-
€TCs1 CUCTEMHBIH okcarno3. Y aereii ¢ I1I" ormedarorcs
CHUMIITOMBI: 00JIb B KOCTSX, MHOKECTBEHHBIC IIEPEIIO-
MBI, ocTeocknepo3. CHCTEMHBI OKCallo3 MOopaskaeT
YYacTKH OBICTPOrO pocTa KOCTEH ¢ pa3BUTHEM IIO-
MEPEYHBIX TONYNPO3PAYHBIX CUMMETPUYHBIX TSDKEH
¢ (UKCHPOBaHHBIMU CKJIEPOTHYECKHMMHU KpasMu, C
MOCTIEOYIOUIMM KHUCTO3HBIM Ppa3peXeHUeM KOCTeil,
NPUBOSIIIMM K MHOKECTBEHHBIM IaTOJIOIMYECKUM
repesoMaM Ha Mo3IHuX craausx oonesnu [30, 33].

IIpu  cucreMHOM  OKCajgo3€  OTMEYArOTCsA
SPUTPOTIOITHH-PE3UCTEHTHAs aHe-
Tabnuua 4 /Table4  mumst, pedpakrepHas K JICUCHHIO,

BTOPHYHAS TI0 OTHONICHHUIO K OTJIO-
JKEHHIO OKCAllaTOB B KOCTHOM MO3-
re; arpodus 3pUTEIILHOTO HEpBa H
peTHHOMNAaTHsA; OTJOXKEeHHE OKcalla-
TOB B TIAPOJIOHTE: PE30POITHS KOPHS,

oOHaXXKCHUE ITYyJbIIBI, MOABUXKHOCTDH

3y0oB u 3yOHas Ooinb; mepudepu-

YCeCKasl HEBpPOIATU:A; OTIOXCHHC B

MUOKape ¢ JedeKTaMu IPOBOIH-

MOCTM M HM3MEHEHHOH CepAeyHOU
COKpaTUMOCTbIO: OJIoKaga cepala,

ApUTMUHU, MUOKAPAUT M KapAHOdIM-

OONMMYeCKHii WMHCYJBT, B COCYdax
(reHepann3oBaHHAs BaCKyJIONATHS C
1epeOpOBaCKyYIPHBIM HHPAPKTOM),

Clla3M  COCYZIOB; CHHOBHAJIbHOU
00osouKe (CHHOBWT), apTPOTMATHS;

HOI'TAX U KOCTAX (HOZ[HOFTCBI)IG OT-

JIOXKCHUA OKcaHaTOB), TeraToCIlIC-

HOMCTaJlusgd, Ha KOXC 6arp0BLIC

msatHa (livedo reticularis); mepude-

pUYCCKasa raHrpeHa; KOKHasd CblIlb,

BbI3BaHHasA OTJIOKCHHIAMHN KaJIbIIUsA

B KOXC (MeTaCTaTI/I‘ICCKaH KaJbI -

duxamus) (tabdm. 5) [9, 10, 16, 34].

ITpu »TOM medeHb, KOTOpasi Ocy-

ECCTBIIAACT MOBBIIICHHBIN CUHTE3 OK-

CaJiaToB, 3HAYUTEJILHO HE CTPA/IAET.
Pa3zBuTHe cHCTEMHOro oKcajo3a

npu I1I" y neteit oOycnaBimBaeT He-

onmaronpusTHbI ucxon. B 28-40%

neauarpuyeckue naueHTs ¢ 1IN 1

THUIIA HY>KJAXOTCA B 3aMECTUTCIILHOU

nouyeyHoi tepanuu. [Tanuentst ¢ [T

Mokasatenu | Bo3pact v non HopmarsnbHble 3Ha4eHns
Kanbuuii < (meHee) 1ropa MeHee 5 Mr/Kr/neHb
> (6onee) 1 roga MeHee 4 mr/kr/neHb
Oxkcanat HoBopoxaeHHble | MeHee 0,5 Mmonb/1,73 M?/ cyT
1 mec-8 net 1,2+/- 0,4 mr/kr/cyT
8-12 net 1+/- 0,5 mr/kr/cyT unun mexee 40 mr/1,73 m?/cyT
nnu meHee 0,5 mmonb/1,73 M2/cyT
Crapwe 12 net
LncTtun B3pocnbie MeHee 24-48 mr/cyT unu mexee 60 mr/1,73 m?
LnctuH/kpeatn- Meree 100 MMonb/r KpeaTUHUH
HOBbIN MHAEKC [fomo3uroTbl: 6onee 1200 MmMonb/r KpeaTUHUHA
MMONb/T letepo3urotbl: 300-700 MMonb/r KpeaTuHa
Untpar LUntpaTt/kpeatnHo-
BbllA UIHOEKC MI/T:
JleBoukun Bonee 300 mr/r kpeatuHa
Manbunkm Bonee 125 mr/r kpeatmHa
Bapocnble 6onee 180 mr/r kpeaTuHUHaA
MoueBas HoBopoxaeHHble | 40+/-17 MMONb/Kr/CyT, KOHBEPTALUS MO4YEBOW
K-Ta K-Tbl 1 Mr/on= 59,48 mmonb/n
Mnapwe 8 net 11 +/- 5 mr/kr/cyt
8-12 net 10+/- 5 mr/kr/cyT
Crapwe 12 net 7+/- 5 Mr/kr/cyT unu mexHee 815mr/1,73 m?/cyT
MarHun H/p 0,4+/- 2 mr/xr/cyt
Mnapuwe 8 net 2,5+/- 1 mr/kr/cyT
8-12 net 1,9+/- 1 mr/xr/cyt
Crapue 12 net 1,8 +/- 1 mr/kr/cyT
docoop HoBopoxaeHHble | 5-50 mr/kr/cyT
Mnagawe 8 net 30+/-10 mr/kr/cyT
8-12 net 30+/-5 mr/kr/cyT
Crapuwe 12 net 20+/- 6 mr/kr/cyt
KpeatnHnH | HoBopoxaeHHble | 8-12 mr/kr/cyT
1 mec—1rog 12-14 mr/kr/cyT
1-5net 20 mr/kr/cyT
Crapwe 7 net 23-27 mr/kr/cyT

IMOKa3bIBAXOT HHU3KHUEC II0Ka3aTcJIn
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BBEDKHBaeMOCTH: 86 1 76 % uepe3 1 u 5 net ot Hadaso
3aMECTUTENBHON MTOYEUHON TEPANUU M0 CPABHEHUIO
¢ 97 u 92% y nanuentoB 6e3 [1I" I cooTBeTCcTBEHHO
[20, 36]. [TanuenTam ¢ [1I' u CKD <60 mu/mun/1,73
M? CJIEAYET PEeryiIsipHO M3MEpSATh OKCANAThl B KPOBU
U KOHTPOJUPOBaTh Ima3zHoe aHo. [larmentam ¢ CKO
<30 ma/mun/1,73 m? cienyet poBectr DKI, sXoKap-
muorpaduny peHTreHorpadun KocTei, 1Mo moKa3aHu-
sim [9, 10, 35].

JAnddepeHnnaaIbHbBIN THATHO3 IPOBOAUTCS Cpe-
J1 TIEPBUYHON M BTOPUYHOM runepoxcainypuu. Pexo-
MEHJIOBAaHO 00CJeI0BaTh JieTell ¢ HedpoIuTHazoM/
He(POKAIBIITHO30M, TIOYE€YHBIMH KOHKPEMEHTaMHU
qutst uckmodenust [ OGcnenoBanie BKITIOUaeT OlleH-
Ky peHanbHOM ¢yHkuuu nodek (CK® mo ¢opmyne
Schwartz), onpenenenne B kpoBu ypoBHeu: Ca, P,
Mg, moueBoii kucnotsl, [ITT, Buramuna D, pH moun
U KpoBH, MoueBble nHeKchl: Ca/Cr, MoueBast KUCIO-
ta/ Cr, okcamar/ Cr, urpar/ Cr, CyTO4HAsT SKCKPEITHs
moun (Ca, P, Mg, ModeBas KHCIIOTa, OKCaJat, ITPar),
AMHHOKHUCIIOTHBIHN PO(UITE MOYH (MCKITIOYAEM IUCTH-
HYPHIO), OIIpeIeNIeHHe XUMHYECKOTO COCTaBa KaMHEH.
BropuuHble TPUYMHBI TUMCPOKCATYPUH: KOPOTKas
KHIIIKa, TAHKPeaTuuecKast HeIoCTaTOYHOCTh, OTPaBIIe-
HUE STHJICHIVIMKOIEM, JIeKapcTBa (OpIIHCTaT, BHICOKAs
no3a ButamuHa C) [36]. Beisnenne mo Y3U xopru-
KaJbHOTO HE(POKAIBIIMHO32 B PAHHEM JIETCKOM BO3-
pacrte, THIEPKaJIbIIMypUH, TUTICPOKCATYPUH, JIETKOH
TCUIEPIIIMKOIMYECKOM alluaypuu, TUIIEPYPUKO3YPHH U
PELMIUBUPYIONIMX OKCAIATHO-KAJIBIIMEBBIX KOHKpE-
MEHTOB SIBJITIOTCS OCHOBHBIMH HICHTH(DUITUPYIOITH-
mu npusHakamu 1117 [3-10].

Tepanus IIT" y nereii

Ha pannux craausx [1I" getsim Ha3Ha4aOT AUETY,
XKUJIKOCTh, [UTPAThl, BUTaMUH B, 1i1s coxpanenus
(GYHKIMY TIOYEK M TPEAOTBpAlCHHUS HeppoinTHa3a
[8-10].

HersaM ¢ [1I" pekoMeHIYIOT IPUEM KXUIKOCTH (3 J1/
M?/CyT), B )KHIKOCTH HE OrpaHn4uBarh [8]. PexomeH-
JIYFOT OTPaHWYMBAThH B PAIOHE MPOAYKTHI, OOTaThie
OKcaylaTaMH (HanmpuMep, TeMHBIM IIOKOJIaM, KITyO-
HUKa, IIIUHAT, PeBEHb, CIAIAKUI KapTodhesb, OpexH,
CBEKJIa, TPEUHEBAs KPYTIa, YePHBINA TIEpetl, IETPYIIKa,
qaif) [8, 37].

[lo mamnemv H. Dill et al. (2022), y manueHTos,
MOJIyYaIOIIUX JUETy C OrpaHUYEeHHEM OKcalar-
CONleprKaIllUX MPOIYKTOB, OTMEUEHO CHIYKCHHUE OKCa-
JIaTOB MIPUMEPHO HA ONIHY JecsTyIo (63 MT) OT comep-
YKaHUSI OKCAJIaTOB TMAIMEHTOB HA JUETE C BBICOKUM
comepkanneM okcanatoB [38]. Bmecte ¢ Tem, cy-
MIECTBYIOT apryMEHTHI IIPOTHB, OCHOBAHHBIE HA TOM,
YTO OCHOBHBIM UCTOYHHKOM OKCAJaToOB y MAlMCHTOB
c III' I Tuna sBiAETCA MX 3HAOTEHHAs NPOAYKUHUSA B
nedenu [9, 10]. CuuTarot, 4TO B CTPOrOM OTpaHHUYE-
HUW OKCaJIaT-CoAepIKaIIe MU HET HEeOOXOIUMO-
CTH, TIOTOMY YTO KHIIIEYHass abCOpOIMs OKCaaToB
camwkeHa y nanuentos ¢ 1" [30]. [Torpebnenne Ca
yMepeHHOe, B Mpe/eliaX CyTOYHOH MOTpeOHOCTH (B
3aBUCUMOCTH OT Bo3zpacta: 600-1200 wmr/cyT), He
OKa3bIBaeT CYIICCTBEHHOTO BIIUSHUS Ha aOCOPOIUIO
OKCaJlaToB.

s yBenmueHus paCTBOPUMOCTH OKcaJlaTa Kab-
WS ¥ TIPEIOTBPAIICHUS KPUCTAITU3AIIMY HA3HAYAIOT
nepopaibHo uutparsl [8, 9, 30]. Beegenue uutpa-

Tabnuua 5 / Table 5

CucTtemMHbi okcano3s [35]
Systemic oxalosis [35]

OpraH KnnHnyeckme cuMmnToMbl AduarHos
Moukm KamHu, meoynnsapHbii unn onddysHblii HedpokanbLmMHog, | Y3 OMC, KT (kopTukasnbHbIi HedpoKanbLMHO3 MOXET
KOPTUKaNbHbIN HEDPOKANBLLNHOS 6bITb NponyLeH npu Y3U)
Koctn Mepenombl, 60511 B KOCTSIX, 3aepXKka pocTa PeHTreHonornyecku: naoTHbIE NN NPO3payHble MeTa-
dur3apHbIE TAXN HA POCTKOBOW XPSALLEBON NNACTUHKE,
YMJIOTHEHWS MO3BOHKOB, OCTEONEHUS, anudursapHbie sapa
(MULEHEBNOHbIE) SNNPUN30B KOJNIEHHbLIX CYyCTaBOB
Mmasa HapyLweHrue 3peHuns, cneunduyeckme oTnoxXeHus Kkopuy- | MasHoe oHo
HEBOro LBeTa Ha ceTyaTtke
ApTepuu OO6bI3BECTBNIEHUSI MEJIKVX COCYA0B
Mwokapg, CeppheyHasn He[oCTaTOYHOCTL, apuTMuS, 6nokaga cepaua, | 9K, axokapamorpadus
rmnepTpodus NeBOro Xenyanouka, cuctonnydeckas n ama- | KT: kanbumdunkatb
cTonmyeckas AUCOyHKLMSA
WuntoBuna- | fTmnotnpeos Y3U wmtoBnaHOM xenesbl, GyHKLUNOHANbHbIE TECTbI LM-
Has xenesa TOBUAHOW Xenesbl
Koxa (BonesHeHHbIE) KOXHbIE Y3eNK1, HEKPO3 KOXW, raHrpeHa, | buoncus koxm
KOXHble NopaxeHus, NogobHble kanbuudunakcum, 3y,
HepBbl Mwemmnyeckas HeBponaTus KnuHunyeckas oueHka
Mbiwipl Muonatuns n3-3a otnoxeHus CaOx Buoncua, KT
KnweyHuk | AnuTtenbHbin okcanos: otnoxeHns CaOx B CTeHKe kuLleyHuka | KT
CycTaBbl ApTpuUT (NO34HUI NPU3HAK) PeHTtreH, KT
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ta Kayms (B mosmpoBke 0,1-0,15 r/kr wm 0,3-0,5
MMOJTB/KT B JIEHb) YBEJIHMUMUBAET PACTBOPHUMOCTH OK-
cajara KallbIlUsl, a TaKKe TOPMO3HT KPHCTaJIN3a-
LU0, 00pasyst KOMIUIEKCHI ¢ KanbiueM. [Ipu cHmxke-
HUM QYHKIUH TIOYEK U PUCKE TUIIEPKATNEMHH MOXK-
HO Ha3Ha4YMTh 1MTpar Hatpus. [lupodocdar nHrH-
OMpyeT KPUCTALTYPHUIO OKcayiaTa Kalus (J03UpOBKa
20-30 mr/xr/aens) y gereit 11" [8, 10, 30].

Buramun B, npenmectsennnk PLP — kodakropa
AGT naznauatot (B 103¢ 5—20 MI/KI/CyT) y NManueH-
toB ¢ 1" I ¢ coxpanenHoi QyHkIuei nmouek [8, 9,
30]. IlupumoKCUH yBEIUYUBACT IKCIPECCHIO, KaTa-
JUTHYECKYIO0 aKTUBHOCTH M TIEPOKCHCOMAIIEHYTO BbI-
pabotky AGT, BoccranaBnmBast GyHKIHIO GepMeHTa,
yrpadeHnyto npu II' [ Tuna [15]. Beraenstot uycTBu-
TENbHBIE U HEYYBCTBUTENbHbIE K BUTAMUHY B, dhop-
™Mbl I ITMpuaOKCHH IPUBOIUT K CHUIKEHUIO COAEP-
KaHus okcaynaToB B Moue B 30 % y manumenToB [1I" |
C YYBCTBUTEJILHOCTBIO K BUTaMuHy B, 0cobenHo y
rmanneHToB ¢ TeHoTUnamu Gly170Arg n Phel52Ile
(c. 508G> A u c.454T> A), onqHako, y 4yBCTBUTEIIb-
HBIX K TUPHUIOKCHHY IMAIMEHTOB B KOHEYHOM HTOTE
passuBaetcs TIIH [7, 9, 10]. Peakuus Ha TUPHIOKCHH
BapualesbHa, ¥ Y HEKOTOPBIX MAIIMEHTOB MOXKET HOP-
MaJTi30BaThCSl COIepKaHUe OKcajaaroB B Moue [39].
Cnenyer nsberarb Oonee BHICOKMX /103 BUTamuHa B,
ITOCKOJIBKY CHHJIPOMBI CEHCOPHOM HEHpOTaTHu OmH-
CaHbl y B3pOCIBIX, NpuHUMaromux oonee 200 mr/kr
B aeHb [9]. Ilammentam c I Il Tuma He moxazaHo
B TEpalMu WMCIMOJb30BaTh BUTAMUH B, Tak Kak He
HapylleHa KaTaluTHYecKas akTHBHOCTh (hepMeHTa
AGT (cwm. puc. 2) [9, 10]. Criexyet orpaHHYUTH T10-
TpeOnenus ButamuHa D u uckmounts BuTamuH C —
MPEAECTBEHHUKHN OKcanaToB. D(PQPEeKTUBHO Ha3HA-
yenne oxalobacter formigenes, koropas criocoOHa
MeTtabonuzupoBars okcanarsl [30]. Ilpouexypamu
YPOJIOTHYECKOTO BBIOOpA SBISIOTCS IHAOCKOTIHYE-
CKOE JICYCHHE, ypeTepOpPEeHOCKOMHs, THOKas ypere-
POPEHOCKOTIHSI U YpEeCKOKHAsT HePpoIuToToMus [7,
9, 10]. DHaocKonMUecKoe ynajieHHe KOHKPEMEHTOB
HMeeT MPEeuMYIIECTBO Iepe]] IKCTPAKOPIOpPaIbHOM
yaapHo-BoMHOBOM nutorpunicueit (YBJII). DYBIJI
He nokaszaHa y nauueHToB ¢ III, Tak kak okcanaTHO-
KallbI[eBbIe KAMHHU TPYIHO (hparmeHTHpoBath [7, 40,
41], mOBTOPHOE JIEUEHUE MOXKET BBI3BATh MOBPEXKIC-
HUE MapEeHXHUMBI, KPOME TOT0, MOBPEKACHUE MOYEK,
BBI3BAHHOE YAApHOH BOJIHOM, CIIOCOOCTBYET OTIOXKeE-
HUIO OKcayara Kaibiwus y marueHTos ¢ 1117 [7, 40, 41].

B neuenun maumentoB ¢ III' I u III' I Ttumos c
TXBII C5 obocHoBaHa 3aMecTHTENbHAs ITOYEYHAS
Tepamnus reMoauann3oM. Kak Tombko ypOBEHb OKca-
JaToB B Iia3Me mpeBbimaeT 30 MKMOJIB/J, MOKa3aH
arpecCcUBHBIN TeMOANANN3 ISl IPEAOTBPAILCHHUS OK-
canosa, naxe ecnu CK® ocraercs Bblle, 4eM NpU

26

00bIYHOM Hawasie remomuanmia. [lepuToHeambHBII
JTMAJIA3 caM 1o cebe He o0ecrieynBaeT He0OX0IMMOTO
KJIMPEHCa OKCaJlaToB.

TpaHcraHTaIus Ne4eHy BOCCTAaHABINBACT AKTHB-
HOCTh (pepMEHTa allaHMH-TITMOKCUIIATTPAHCAMHHA3BI
B MI€4YEHH, 00ecrieynBasi I€TOKCUKALIMIO ITIMOKCHIIaTa
Y TIpeA0TBpaIas JaTbHeHInii okcano3. CpoKd U THIT
TPAHCIUIAHTALIMY [€YEHH YCTAaHABIMBAIOT IO YpPOB-
HIO OKcajara B KpOBH, BO3pacTy, Macce Teja, YyB-
CTBUTEIBHOCTH K nupuaokcuny, CKO®, cucremHomy
BHETIOYEYHOMY OTJIOKEHUIO OKcanaToB [27].

[leueHp sBNACTCS SAMHCTBEHHBIM OPTAHOM, OT-
BETCTBEHHBIM 32 JETOKCHUKALMI0 DIHOKCUIAaTa C
nomorisio hepmenTa AGT, mosToMy TOKa3aHO BBI-
MOJIHEHUE TpaHCIUIaHTauuu nedeHu naetsm c [T 1,
IpH YPOBHE OKcajara B KpoBH >30 MxMoib/i [8—10,
42-44]. N3onupoBaHHAasl TpaHCIUIAHTALUS TEYEHU
y manuenToB ¢ 1" I mpu coxpannoit pyHKIus 1M0-
YeK YCTpPaHICT METaOONIMYEeCKHil NePeKT 0 BO3-
HUKHOBEHHMSI CUCTEMHBIX OCJIIOXKHEHHUU OKcano3a U
TXbBIIl. TpaHcmnanTtanus mHEYEHU PEKOMEHIYETCS
npu CK® menee 50-60 mu/mun/1,73 m? [30]. Uso-
JIUPOBAHHAS TPAHCIJIAHTALMA NTE€YEHU KOPPUTHUPYET
MeTabonudeckuil Ae(EeKT A0 TOTro, KaK BO3SHUKHET
3HAYNTEIHHOE TOBPEXKACHHUE IMOYeK. BriOop koMm-
OMHUPOBAHHOW TPAHCIUTAHTAIIMN TIEYCHH W TIOYEK
ocymectBisAoT B XBII [27]. [Ipn n3onuposanHON
TpaHCIUIaHTauuu nouky y aereit ¢ II' ¢ repmuHans-
HOM cTagued MOYEYHON HEIOCTAaTOYHOCTHU OTMEda-
0T OTJIOKEHHE OKcanaroB B TpaHcranrtare [30].
B HacToslee Bpems IOATAIlHAsT TPAHCIUIAHTALIMS
MEYEHU, 3aTE€M HECKOJIBKO MECSIEB [IEPUO Iuan3a
¢ mocueayroulel TpaHcmiaantauuei nouku [30, 42]
SIBJISIFOTCSI BBICOKOA(D(EKTUBHBIM METOJIOM JICUCHUS
IIT" I Tuna, koTOpast OrpaHUYEHA U3-3a HEXBATKU J10-
HOPCKHX OPTaHOB M TOXXH3HEHHOH TOTPEOHOCTHH
B uMMyHocympeccuun [42-44]. KombuHMpOoBaH-
Hasl TPAHCIJIAHTALMUS MIEUYCHU U MOYEK MPOAJIEBACT
sku3Hb geredd ¢ 1IN I tuna [8]. ['emaTtopenanbHyo
TpaHCIUIaHTalu0 y AeTed miaHupyroT npu CKOD
menee 40 mu/mMun/1,73 M2, Tak Kak TPOUCXOINT PEe3-
KO€ CHMXEHHE HKCKPELUH OKCaJIaTOB, MOBBINIECHUE
YPOBHS OKCajaToB B KpoBU >30 MKMOJB/J, pa3Bu-
THE CUCTEMHOTO okcano3a. KomOmMHMpOBaHHAS Te-
MaTopeHansbHas TPAHCIUIAHTALMS PEKOMEHI0BaHA
ManenbkuM JietsMm ¢ [ [ Tuna. [Tocne komOuHMpO-
BaHHOM renaTropeHalbHOW TPAHCIUIAHTALlMU COAEP-
JKaHWEe OKCaJlaTOB B MOYE€ MOXKET OCTaBaThCs MOBBI-
LIEHHBIM B TEUEHHE MHOTHUX JIET U3-32 MEJICHHOTO
MIOBTOPHOTO PACTBOPEHUSI CUCTEMHOIO OKcajaTa
KaJIbIUsl. DTH MallMEHThI TOJKHBI TPOJOJIKATh TMO-
TpeOIsITh 00JIBIIOE KOTUYECTBO KUAKOCTH, MOAAEP-
JKUBaeMOE TMPUMEHEHHEM HHTHOUTOPOB KpHCTal-
JIU3aIHMH, YTOOBI 3aIIUTUTh TPAHCIIJIAHTHPOBAHHYIO
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[IOYKY OT JaJIbHEHIIEro MOBPEKICHHUS OKCaJaToOM
kanbius [30].

IIpn wu3onupoBaHHONW MNOYEUHOH U MOATAITHOU
KOMOMHUPOBaHHOW TpPaHCIIAHTALMM TMEYEHH U TO-
yek y aereit ¢ 11" moka3zaHa quera ¢ orpaHMYEHUEM
MIPOIYKTOB, COACPIKAIINX OKCANaThl, ¢ MOTPEOICHHU-
eM OOJIbIIOEe KOJIMYECTBO >KUAKOCTH, IPUMEHEHUEM
WHTUOUTOPOB KPHUCTAIIM3ALUU JAJsl PacTBOPEHMS
okcanara kampiusa [8, 42—44]. KomOuHHMpOBaHHAs
TpaHCIJIaHTALKs [IEYeHH, 3aTeM MI0YEK WIIH OJHOBpe-
MEHHasl TPAaHCIUIAHTALMs I€YeHH U MToYeK Yy MalueH-
toB ¢ III' I Tima ¢ B -HE4yBCTBUTEIBHBIMU I€HOTH-
maMu gaet 3¢ eKT, N30IMpoBaHHAS TPAHCIIAHTAITUS
[ICYCHH SIBIISICTCSA AJBTEPHATUBHBIM IOAXOIOM IIPH
B,-uyBctBuTenbHbIX (hopmax. Io manuemv E.L. Me-
try et al. (2021), BbImomHEHHE KOMOWHHPOBHOMN
TpaHCIUIaHAIIMU Y OTAeNbHbIX nauueHtoB ¢ 1IN I ¢
MyTalUsMH, 9yBCTBUTENBHBIMUH K B, MOKeT ObITh
0€e301IacHBIM aJIBTEPHATUBHBIM IOAXOIOM B Cllydae
MOYEYHON HeJocTaTouHOCTH [44].

Tpancnantauusi TEHETHYECKH MOTU(PHULIUPO-
BaHHBIX ayTOJOTMYHBIX T'€NaTOLUTOB SBISETCS MpPU-
BJIEKaTeJIbHBIM TEPaNeBTUUECKUM BapHaHTOM IIpU
MI" 1. Tenernyeckn monudunupoBannsie PHI-iPSC
YCIIEIIHO O0ECHeumIn renaTouTono00HbIe KIIeT-
ku (HLC), xoTophle IeMOHCTPUPOBANIHA 3HAYUTEIH-
Hyto skcrpeccuto AGT kak Ha yposHe PHK, Tak n
Ha ypoBHe 0OeJiKa mocie npouecca cneunpuaHon is
nedeHn AU HepeHIUPOBKHA. DTH PE3yAbTaThl OTKPHI-
BaIOT IIyTh K KjIeTouHOU Tepanuu I1I" I myreM TpaHc-
IUTAHTALUY TeHETHYEeCKU MOAU(DUIIMPOBAHHBIX ayTO-
noruunbix HLC [42—44].

Cospemennsvie memoovl mepanuu pazpadamoi-
eaiomcsa no Heckonvkum nanpaenenusam: Cyocrpar-
penykuuoHHas Teparnus/substratereduction therapy
(SRT), 3amecrutenbHast Tepamusi/replacement ther-
apy, Tepamnus peryasTopoM IIanepoH-poreocrasa/
chaperone-proteostasis regulator therapy (CPRT),
MIPOTHUBOBOCIIANMTENbHAS Teparnwsi/anti-inflommato-
1y, pacTBOpeHHE OKcajaTtos/oxalateremoval.

[Tomxoas! pa3nuyaroTcs Mo cBoed MPUMEHUMOCTH
K pa3nuaHbIM Gopmam 3abomnesanus [9, 10].

Cyocmpam-pedykyuonnan mepanus/ Substrate
reduction therapy (SRT) BkimodaeT TepamneBTHYe-
CKHE CPEJIICTBA, OJOKUPYIOIIME aKTUBHOCTh (hepMeH-
TOB, NPEALICCTBYIOUIMX BBIPA0OTKE IVIMOKCHIIATA.
SRT na ocnoBe PHKu B Hactosiiee BpeMs Mmpoxo-
JSIT TIPOABHHYTHIC (ha3bl KIMHUYECCKUX HCIBITAHUH,
MIPEIOTBPATAT IpOrpeccupoBaHme manueHToB ¢ PH1
C COXpaHEeHHOW (YHKIMeW TOYeK WM yMEpEeHHON
XBII o C5 cragum, Tpebyromeii KoOMOMHUPOBAHHOK
TPaHCIUIAaHTALUH [ICYCHH U TTOYKH.

Tepanust ¢ yMeHbILICHHEM KOJIM4ecTBa cyOcTpa-
Ta BKJIIOYAaeT: MHrHOWTOpHI, HampaieHHyio PHK-

nHTep(EpeHINIO, TOaBJICHHE TEHOB C TIOMOIIBIO
texaojorun CRISPR/Cas9. llenpio Tepamuu sBIIsI-
eTCsl TIOJIAaBIICHUE TEHOB C TIOMOIIBI0 TEXHOJOTHUU
CRISPR/Cas9 (cHmkeHHe aKTHUBHOCTH TJIMKOJIATOK-
CU/a3bl; CHUKEHHWE AKTUBHOCTHU THAPOKCHUIIPOIMH-
JIETUPOTEHA3bl; CHU)KEHNE aKTUBHOCTH MTEYEHOYHON
JIAKTaTACTHAPOTCHA3EI).

VYipapneHue Mo CaHUTAPHOMY Ha/J30py 3a Kade-
CTBOM THINEBIX MPOIYKTOB U MeaukameHToB (FDA)
n EBponeiickoe areHTCTBO 110 JIEKAPCTBEHHBIM CPEJI-
ctBam (EMA) onoOpwiin Tepanuio, OCHOBAaHHYIO Ha
PHK-unrepdepenmn (PHKm), xoropast 3HaumTEINb-
HO CHIDKAeT CHHTE3 JHJIOTEHHBIX OKCAJIaTOB M Kap-
MUHAIBHO MEHSAET aJTOPUTM JICUYeHHs TalleHTOB
c III" (2020 .) [45]. B MHpOBO#l MpaKkTHKE yCIIEII-
HO mpuMeHsieTcsi npemnapar no TtexHonoruu PHK-
unrepdepenunn (PHKun), npennasnaueHHbId [1st
tepanuu [1I" I B mo6om Bo3pacte [9, 10].

K mpemnaparam, THTHOUPYIOIIUM TIIMOKCHJIIAT, OT-
Hocutea «Jlymucapan» (omobpen FDA), wHrHOH-
pyrommm naktaraeruaporeHasy «Hemocapan» (daza
I); «Ctupunentom» (¢pasza II) — aHTHMKOHBYILCUB-
HBII Mpenapart, OJOKUPYIOMUH OCIEIHIO CTaAHIO
npousBojcTBa okcanara, UK-336 (daza 1) [46-56].
B 1oKIMHUYECKHX M KIMHUYECKUX HCCIIETOBAHMIX
MOKa3aHo, YTO TOAKOKHO Ha3Ha4yaeMbId mpernapar
«Lumasiran/JlroMmacupan» TapreTUpoBaH MPOTUB
MarpuuyHoii PHK rena ruppokcukncioi okcuaassl
(HAO1), xomupytomiero riukonakTokcuaasy. Ilona-
BJIeHHE dKcrpeccuu reHa HAQO pUBOANT K CAECPIKU-
BaHUIO MEYEHOYHOTO CHHTEe3a (pepMeHTa IJIMKOJIaK-
TOKCH[Ia3y, cyOcTpara Jiisi MpOAyKIMH OKcanarta. B
UTOTE CHIDKAIOTCS YPOBHHU OKCajara B MOYE M TIIa3-
Me. [lo pesynbraraM AaHHOTO UCCIIEAOBAaHUS IMpemna-
paTr npusHaH BO3JeWcTBYrOIMM Ha narorene3 [N 1
tuma [46-56].

3amecmumenvuaa mepanus 6KaOUAem: TCH-
HYyI0, KIETOYHYIO, 3aMECTHUTENbHYI0 (QepMeHTa-
TUBHYIO Tepanuioo. 3aMecTuTeNnbHas (QepMeHTHas
Tepamnusl yBEJIMYMBACT KOHIECHTPALMIO AKTUBHOIO
¢depmenta. [IpenapaTsl mepopanbHO (epMEHTHON
tepanuu: «Hedep», «Okcazumy», «Penokcanaza» [7].

Illanepon-npomeocmasa pezcynamopuas me-
panusa (MIPOTUBOBOCTIANMTENbHAS TEpanus, aHTH-
¢ubpo3Has Tepamus, IENBI0 KOTOPOH SBISETCS
NpeAoTBpaliecHne 00pa30BaHusl KPUCTAUTU3AINN).
OddexTom sBISETCS CHUKEHHE KIETOYHOTO OTBETa
Ha KPHUCTAJUIBI OKcajlaTa C MOMOINBIO TPOTHBOBOC-
MaJTUTEIIBHBIX, aHTU(OHUOPO3HBIX M MPEAOTBpAaIIaro-
IUX KPUCTANTU3AIUI0 TpemaparoB. OkcaixaTHO-
KaJbIFeBass KPUCTAILIM3AIMS B ITOYEYHOM TpPaKTe
BBI3bIBAET MEXAHMUYECKOE IOBPEXKJIECHUE KIETOK U
XPOHHUYECKYIO BOCHAIUTENBHYIO pEaKIio, KOTO-
pas B KOHEYHOM HMTOTe MOXET MpHBECTH K (Huodpo-
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3y TOYEK, CIOCOOCTBYeT mporpeccupoBannio XbII
[46-56]. MakpodaramMn ynajsroT HEOONBIIHE OT-
noxenns CaOx 3a c4eT KIaTpHH-OMOCPEIOBAHHOTO
sH0IMTO3a U (aronuTosa [46—56]. BHyTpukiieTod-
Hble Kpuctambl CaOX moBpexaaT (aroan3ocoMmy
u aktuBupyroT uHpIamMmmacomy NLRP3. AxruBarmst
rH(IaMMacoM CTHMYJIUpPYET CO3pEBaHUE U CeKpe-
LU0 TIPOBOCHIANIMTENBHBIX ITOKHHOB IL-1f 1 IL-18,
(hopMupyst TpaHylIeMbl 3a CYET B3aUMOJCHCTBHSA C
muMdouruTaMu U Makpodaramu. ITO NPUBOAMT K
CTUMYJILIMU BOCIAJICHUSI ¥ BBICBOOOKICHHUIO MPO-
($hubpo3HbIX (akropos [51, 54-56].

K mpenaparam, BoccTaHaBmuBalOMMM (PyHKITHIO
akTUBHOCTH (hepMeHTa, oTHOCITCS — «llupumokca»
(Butamun B)), «betaun» [7].

Pacmeopenue oxcanamos (KOJIOHU3ALUS MPO-
OMOTHKOM, PAaCTBOPSIOLUIMM OKCAJIaThl, BBEJICHHUE pe-
KOMOMHAHTHOW MHKpPOOHAILHON OKcanaTaeKapOok-
cunasel) [57-59].

Kononmsanust kumeyHnka TPOOHMOTHKAMH, pas-
JIATarOIIUMH OKCaJlaThl, WM MEPOpPAILHOE BBE/ICHHE
PEKOMOMHAHTHBIX MHUKPOOHBIX/PAaCcTUTENBHBIX —(ep-
MEHTOB MOJKET CHHU3UTH YPOBEHb OKCAJIATOB Yy Malld-
enroB ¢ [II. O0a moaxona B HACTOSIIEE BPEMsI HAXO-
naTcst B craanu paspabotku. Kommanms «OxThera
AB» mposena 2/3 ¢aspl uccienoBaHus TPOOHOTHKA
«Oxabact», conepxamero Oxalobacter formigenes,
OKcaJlaT-pasjiararonye 0akTepuu, NPUCYTCTBYIOIINE B
MHUKpOOHOTE YenoBeka [57-59]. MonudupoBaHHbIit
npenapar «Oxabact OCS5» cHU3UI cojiepKaHKe OKca-
Jlata B KPOBU M YAYHIIIII KIMHIYECKOE TedeHne 3a00-
JICBaHUSA y TALIMEHTA C IUAIU3HOM 3aBUCUMOCThIO [T
1 [53]. ®epmenT okcanarnekapOokcuiasza [54] u mpe-
napar OakTepHalbHOM OKcasaTaeKapOOKCHIIa3hl pe-
JIOKcanuasbl Haxo#sTes B ucnbsitanuu [57-60]. K mpe-
raparam, CrocOOCTBYIOIIUM KHIICUHOH JerHparnm
OKCaJIaTOB, OTHOCHUTCS MTPoOHOTHK «Oxcabakm [7].

SAKJTIOMEHUE

[Ipencrasnensl Ha noprane ORPHA rensl, oTBeT-
CTBEHHBIE 32 pa3BUTHE OppaHHOH OONIe3HH — TePBUY-
Hoit runepokcanypuu I tuna AGXT (93598), II tuna
GRHPR (93599), IlI Tuna HOGA1 (93600).

B pesynbrare BceMUpPHBIX I'€HETHYECKHX HCCIIe-
JOBaHUH YCTAHOBJIEHBl MAaTOICHE3, OCOOEHHOCTH
KJIMHAYECKOTO (EHOTUINAa M TeHOTUNA MEPBUYHOM
rUIepokcanypuu. B ocHoBe maroreHe3a nepBUYHON
TUIEPOKCATYpUH y JIeTel JIeKUT HapylleHHe MeTa-
6omm3ma mmokcunara B neyenn. @epment AGT ka-
TaJIM3UpyeT npespaieHue L-anannna u mmoxcwiara
B IIMPYBAT U IMLHH, KOQEPMEHTOM BBICTYIAET BUTA-
MuH B, (mupumokcun). Veenudenne BHIPAOOTKH SH-
JIOTEHHOT'O OKcajara MPUBOAUT K MOBBIIIEHHUIO KOH-
LIEHTPALMU OKCAJIaToOB B KPOBH U YBETUUYEHUIO MOYe-
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BOM 9KCKPELMH OKCAJIaToB ¢ 00pa30BaHNE IIOYEUHBIX
OKCaJIaTHO-KaJbLHEBbIX KPUCTAIIOB M (HOPMHPOBa-
HUEM BBICOKOPEHTTCHOKOHTPACTHBIX KOHKPEMEHTOB
(MOHOTHIpaT OKcanaTa KalbLusl — BEBEIUIMUT, JUTH-
JpaT oKcajaTa Kaiaplus — BeaewmuT). OTMedaercs
BBICOKMH PHUCK IMPOTPECCHUPOBAHUS B XPOHHUYECKYIO
0o0JIe3Hb MOYEK IPU MEPBUYHON THIIEPOKCAIYPUH Y
neredt [ u I Tunos. C yBennyeHUEM ypOBHS OKcalla-
TOB B CBIBOPOTKE KPOBU U 00pa30BaHMs KPUCTAIUIOB
OKcajara KaJbLUs C OTJIO)KEHHEM BO MHOTHX Opra-
HaX U TKaHIX pa3BUBAaeTCA CUCTEMHBI OKCanos.
Tepanusi NEpBUYHOM THIIEPOKCATYpUU Yy Je-
Teil BKIIOYAET: TUAparanuio (311/M%/CyT) U IUTPAThI
100—150 mr/xr/cyT (atpar xamus 0,3—0,5 MMorb/kr/
CyT), MUPHUIIOKCHH B J03€ 0T 5 10 20 MI/Kr/cyT npu
BUTAMUH B -4yBCTBUTENLHOMH (opMe TEpBUIHON
runepokcanypun | tuna. DpQPeKTuBHO HazHAYCHUE
oxalobacter formigenes u nueTbl. OCyIIECTBISETCS
KOMOMHHMpOBaHHAsT TPAHCIUIAHTALMUS IIEYEHU U 3a-
TEM IOYEK WM OAHOBPEMEHHAsl MEYCHU M IMOYEK Yy
nanuentoB ¢ 1" I tuna npu B -HeYyBCTBUTENIBLHOM
¥ M30JIMPOBAHHAs TPAHCIUIAHTAINUS MEYeHU npyU B -
qyBCTBUTEJIbHOM BapuaHTax. CoBpeMeHHbIE METO/IbI:
cyOcTpaT-pelyKIIHOHHAas, 3aMECTUTEIbHAs PEryIsaTo-
POM IIaNepOH-NPOTEOCTa3a, MPOTUBOBOCHIAIUTEIIb-
Hasl, ¢ MPOOMOTHUKOM, PACTBOPSIIOLINM OKCaJaThl, Te-
pamnus. CBOEBpEMEHHOE MOJICKYIIIPHO-TEHETHYECKOE
uccleoBaHue y JieTel ¢ He(hypOKaIbLUHO30M TI03BO-
JIIeT YCTAHOBMUTH KIMHUKO-TEHETHUECKUH JHMarHo3
I I, II, II TunoB, ocyniecTBUTh NEPCOHATUIUPO-
BaHHBIN MOAXO[ K JICYCHUIO U IIPEAUKTUBHOCTb—IIPO-
THO3UPOBAHUE COCTOSIHUS 310POBbsI B OyIyIIEM.
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PEDEPAT

B 0630pe nprBeneHbl MaTepuansl 06 akTyansHocTu ATy eTeit B HacTosiLLee BpeMs. PacnpocTpaHeHHOCTb Al y fieTeit B BO3-
pacTte 6-18 neT ¢ 3bbLITOYHOM MACCOI Tena U OXUPEHNeM cocTaBnsieT 27-47 %, B TO Xe BpeMsl BTOPUYHas apTepuanbHas
rMnepTeH3ns OCTaeTcs AOMUHMPYIOLLEN, 0COOEHHO Y AeTei mnaauwe 5 net. Al aBnsieTcs OCHOBHbIM hakTOpPOM prcka atepo-
cK1eposa 1 cepaevyHo-coCcyamncTbix 3aboneBaHnin y B3pocbix. Hayano atmx 3aboneBaHmii MOXeET NMPOUCXOANUTb B AETCKOM
W IOHOLLIECKOM BO3pacTe. MICnonb30BaHMe COBPEMEHHbIX METOA0B AN MOHUTOPUHIA 1 KOHTponsa ALl nmeeT pellatollee
3HavyeHve 4n9 ynydlweHms ynpasneHnsa Al 1 npeaoTepaLLeHns NoBpexXaeHNs opraHoB-muLeHen. KpyrnocyTo4dHble nsmepe-
Husa ALl ABNAOTCA BaXHbIM MHCTPYMEHTOM B onpenefnieHun nporHo3a n nedeHns getei ¢ Al Al y getein MoxeT ObITb knac-
cuduumMpoBaHa Kak NepBMYHas UNn 3CCeHUManbHaga, eCnm HeT MAEHTUGUUMPYEMON NPUYNHBI, UK Kak BTopu4dHasa Al korga
OHa BO3HMKAET N3-3a KOHKPETHOM NPUYMHbI. HacToTa NepBMYHON apTepuanbHOM rMNepTEH3NN YBENNYMBAETCS C BO3PACTOM,
TO BpeMs Kak BTOpU4Has apTepuasnbHas runepTeHsns npeobnagaeTt B paHHEM M AETCKOM BO3pacTe. BropmyHbie npunynHbl Al
Takxe 3aBMCHAT OT Bo3pacTa naumeHTa. Tak y 34—79 % 60/bHbIX C BTOPUYHBIMY dOpMaMU apTepPUanbHON MMNepTEH3UN BbiSIB-
NIA0TCHA NapeHXnMaTo3Hble 3a601eBaHNS NMOYEK W HAPYLLEHNE UX CTPYKTYPbI. BbisBastoTCs Takme npraHaku Al Kak ronoBHas
60nb, BU3yasbHble HAPYLLUEHNS, FOSIOBOKPY>KEHUS 1 HOCOBbIE KPOBOTEYEHMS. Ofpillka npu GrU3nyeckon Harpyske, napanmy
M@ 1 CyA0oporv ykasblBaloT Ha MOpaXeHne opraHoB-MULLIEHEN. Y AeTel C OXVpPeHeM, AMabeTomM, MoYeYHOo HeJoCcTaTou-
HOCTbIO, KOapKTaumen aopTbl / BOCCTAHOBIEHHOM KOapKTaumen 1 noayyaloLmx nekapctea, BbidbiBaloLwwme Al, cnenyeT mns-
MepaTb AL Npu Kaxaom BU3uTe K Bpady. TepaneBTu4yeckne n3MeHeHns oopasa Xns3Hu SBAgioTCS paHHUM MeTOA0M Tepanuu
npw nedeHnmn Al y neteii. MAMN®, BKK, BPA 1 TnasngHble onypeTukn SBnsioTcs Hambonee apPekTUBHbIMI NpenapaTtamMm npu
ATy peten.

KnioueBblie cnoBa: netu; aptepunanbHas runepTeH3nst; MHrMOUTOP aHrMOTEH3MHMNPEeBPaLLaoLLero GepmeHTa; TepanesTnye-
ckne n3aMeHeHust obpasa XnsHu

Jast unrupoBanus: Kapummpkanos U.A., Vickanosa I X., Ucpaunosa H.A. Jlnarnoctika, MOHUTOPHHT U JICYEHUE apTEPUAILHOM MMIIEPTEH3UU Y AETEH.
Hegponoaua 2023;27(1):31-40. doi: 10.36485/1561-6274-2023-27-1-31-40

DIAGNOSTICS, MONITORING AND TREATMENT OF ARTERIAL
HYPERTENSION IN CHILDREN
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ABSTRACT

The review presents material on the current relevance of AH in children. The prevalence of AH in overweight and obese children
aged 6-18 years is 27-47 %, while secondary arterial hypertension remains dominant, especially in children younger than 5
years. AH is a major risk factor for atherosclerosis and cardiovascular disease in adults. The onset of these diseases may occur
in childhood or adolescence. The use of modern methods to monitor and control BP is crucial for improving the management
of AH and preventing damage to target organs. Twenty-four-hour BP measurements are an important tool in determining the
prognosis and treatment of children with AH. AH in children can be classified as primary or essential if there is no identifiable
cause, or as secondary AH when it arises from a specific cause. The incidence of primary arterial hypertension increases with
age, whereas secondary arterial hypertension predominates in early childhood. The secondary causes of AH also depend on
the age of the patient. Thus 34-79% of patients with secondary forms of arterial hypertension have renal parenchymal dis-
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ease and impaired renal structure. Signs of AH include headache, visual disturbances, dizziness and nosebleeds. Dyspnoea
on exercise, facial paralysis and seizures indicate target organ damage. In children with obesity, diabetes, renal insufficiency,
aortic coarctation/repaired coarctation and those receiving medication causing AH, BP should be measured at every visit to the
physician. Therapeutic lifestyle changes are an early therapy in the treatment of AH in children. IAPs, BCAAs, BRAs and thiazide

diuretics are the most effective drugs for AH in children.

Keywords: children; arterial hypertension; angiotensin-converting enzyme inhibitor; therapeutic lifestyle modification

For citation: Karimdzhanov [.A , Iskanova G.Kh, Israilova N.A Diagnostics, monitoring and treatment of arterial hypertension in children. Nephrology
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AKTYyaJIbHOCTB MPO0JIeMbl

Al' (aprepuanbHas THIEPTEH3UsS) y JAeTed crTa-
HOBUTCS BCE 0OoJiee Cephe3HOU MpoOIEMON TETCKOMH
Hedpororun. Bropuunas AI' (BAI') B ocHOBHOM T10-
YEYHOTO MPOUCXOXKICHUS, paHee ObLIa Mmpeodiaaaro-
et B atuonoruu Al y fereil, B HacTOsIIEe K€ Bpe-
Ms BCJIEACTBHE SIMUAEMUN O)KUPEHHS BO BCEM MUDE,
npeobnanaer nepsuunas Al (ITAT) [1, 2].

IIo nmaHHBIM pa3HBIX aBTOPOB, PaCHPOCTPAHEH-
HOCTh Al'y eteii B Bo3pacte 6—18 j1et ¢ n30bITOYHON
Maccol Tena u oxupenueM cocrasisier 2747 % [3].
B To sxe Bpems, BAI octaeTcst toMuHHpYIOIIEi, 0CO-
OeHHO y nmereit muaamie 5 yet. Al siBisieTcss OCHOB-
HBIM (aKTOPOM pHUCKa aTepoCcKIepo3a U cepleuHo-
COCYIHCTHIX 3a00JIeBaHMM Y B3pochbix. Hadamo atux
3a00NeBaHMA MOXET TPOHMCXOIUTh B AETCKOM HIIH
FOHOLIECKOM Bo3pacte [4].

Jetu, y KOTOpBIX BBIABISAETCA MOBbIIeHHOE AJl,
noasepkeHsl Al 1 pucky passutust Al Bo B3pociom
nepuone. Al” Taxke IPUBOIUT K MPOTPECCUPOBAHUIO
MTOYCYHON HETOCTATOYHOCTH, 3TO BXKHBIN (DaKT, yuu-
THIBasi BHICOKYIO YAaCTOTY MAapEeHXUMAJIbHOU U PEHO-
Backy/sipHO# Al y neTeit ¢ XpoHHYeCKoH OOJe3HBI0
nouek (XBIT). Pannss muarnoctuka AT u neyenue
HMMEIOT MepBOCTeneHHoe 3HaueHne. CBoeBpeMeHHoe
pacnioznaBanue Al y peGeHKa, onpeneeHIe THOIO-
TUU C ITOMOLIBIO CHEUUAIbHBIX UCCIEAOBAHUNA U CO-
OTBETCTBYIOI[As TepareBTHYECKas TaKTHKa CII0CO0-
CTBYIOT OXBaTy JiedeHrneM pebenka ¢ Al [5].

AwmepukaHckas akajgemus mnenuarpun (AAIT)
oIyONIMKOBaJla CBOU TOCIIEHUE PEKOMEHJIAIUHU 10

CKpUHUHTY U jiedeHuto Al y neTeil 1 moapoCTKOB B
centsOpe 2017 r. D10 obHOBNEeHNEe YerBepToro OT-
yera, onmyonukoBaHHoro B 2014 romy, 1 OCHOBHBIE
OTJUYMSI B OTUX IMpaBUiIaX 3aKJIIOYAIOTCS B TOM, YTO
TepMUH «1pe Al» ObLI 3aMEHEH Ha TEPMUH «IIOBBI-
meHHoe AJl» 1 BKIIIOYEHBI HOBbIE HOPMATUBHbIE Ta-
Onmutiel 3HaueHnit AJl y metei u moapoCTKOB ¢ HOP-
MaJIbHBIM BECOM, M30BITOYHON Maccoil Tela M OXKH-
peHueM [6].

Omnpenenenne aprepuaabHONl T'MIEPTEH3MHU.
ITon aprepuanshoil runeprensueii (Al) y nereit mo-
HUMAIOT CTOHKOE MTOBBIIIIEHUE apTEPHUATILHOTO JlaBIie-
Hus (AJ]) BeIte 95-ro mpoIeHTHIIS 11 KOHKPETHOTO
Bo3pacTa u moja pedenka (tabmn. 1). A" y nereit o1-
mudaercs oT Al y B3pOCHBIX TeM, U4TO ONpe/IeIeHre
AT y B3pOCIBIX OCHOBBIBAECTCSI HA €r0 BIUSHHUM Ha
noBpexaeHne opranos-munienen (IIOM), Torga kax
y nereii onpeaenenne Al mpoBOAUTCS COTTIACHO CTa-
THCTUYECKUM TTOKa3aTesM cpenu HaceneHus. CooT-
BETCTBEHHO JieTckast Al ompesensieTcs Kak cpenHee
CUCTOJHMYECKOe W/uiu quactonndeckoe AJl, paBHoe
WM IpeBbllIatomiee 95-i mepueHTuiIb mo Bo3pacry,
TOJTy U POCTY.

Kputepuu quarHoCTHKH «MTOBBIIIIEHHOTO apTepu-
alIbHOTO IABJICHUS», apTepPUATbHON runepTeH3uu 1-i
1 2-i1 CTeTNeH! MpeICTaBIeHk! B Ta0m. 1.

Kak u B mpenpirymux peKoMeHIaIusaX, HopMallb-
HBIM YPOBHEM apTepUaIbHOIO JaBJIEHUS y JIeTeil 10
13 neT cunTarTCsl YpOBHU CUCTOIMYECKOTO U JUACTO-
nugeckoro AJl MeHbIe 95-ro EePHeHTHIIS IS COOT-
BETCTBYIOIIETO BO3pAcTa, Moja U MEPIEHTHIIA POCTa.

Tabnuua 1/ Table 1

MokasaTenun HOpMasbHOro, NOBLILLEHHOrO0 apTepPnUasibHOro AaBJIEHNS U
apTepuvanbHoOm runepreHsvsa 1-ii u 2-1 cteneHn y geten

Levels of normal, high blood pressure and arterial hypertension
of the 1st and 2nd degree in children [6]

OnpepnenexHne Oetn 1-12 net

[etn n nogpocTkn 13 neT u cTapLue

HopmanbHoe ALl | <90-ro nepueHTuns

<120/<80 Mmm pT. CT.

MosbiweHHoe ALL | >90-ro nepueHTUNa — <95-ro NnepueHTUns
mnun 120/80 MM pT. CT. — <95-ro nepueHTUNs

120/<80-129/<80 MM PT.CT. (NPUMEHSIOTCH MEHbLUNE
3Ha4YeHuns)

Al 1-1 cteneHn | >95-ro nepueHTuns — <95-ro nepueHTuNs

130/80-139/89 mm pT. cT. + 12 MM pT. cT. unm 130/80—
139/89 MM pT. CT. (NPUMEHSIOTCS MEHbLLME 3HAYEHUS)

Al 2-i41 cTeneHn

>95-ro nepueHTuns + 12 MM pT. CcT. unn > 140/90 MM pT. CT. | >140/90 MM PT. CT. (MPUMEHSIIOTCS MEHbLUNE 3HAYEHMS)
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Tabnuua 2 / Table 2
STuonorusg aprtepuasnbHO rTMNEepPTEeH3nn
B 3aBUCUMOCTU OT BO3pacTa

Etiology of arterial hypertension depending

on age [6]
BoapacTt STnonorus
HeoHaTtanb- | CTEHO3 NOYEYHOWN apTepun, KoapKTaLums aopThl,
HbIA NEPUOL, | ayTOCOMHO-PeLLeCCMBHAs NOIMKUCTO3Has 60-
no 1roga Nle3Hb Moyek, napeHxnmaTo3Hole 3aboneBaHus
noyek
Ot1p05 MapeHxnmaTo3Hble 601e3HN NOYEK, PEHOBACKY-
net napHble 3ab60sieBaHNS, SHAOKPUHHbBIE NMPUYMHBI,
KoapKTaums aopTbl; Al
0150010 |MNapeHxnmaTo3dHble 6one3Hn novek; MNAl; peHo-
ner BacKyJNisipHble 3a60neBaHVs; SHOOKPVHHbIE NPU-
YMHbI; KOApKTauus aopTl
Ot 10 po 20 | MNAT; 3a6oneBaHnsi NapeHXMMbI NMOYEK; PEHOBACKY-
net napHble 3abosieBaHNst, HAOKPUHHbBIE NMPUYMHBI,
KoapKTaums aopThbl

¥ noxpoctkos 13 neT u crapiie HopMaJIbHBIMHU YPOB-
Hsmu A/l npennoxeno cuutath Menee 120/80 mm
pT. cT. Otnonorus Al nmpencrasiena B a0 2.

CorracHO TaHHBIM JTUTEPATYPhI, PaCIPOCTPaHEH-
Hocth Al y nmereii cocrasusier 1-5% U 3aBUCHUT OT
00CIIeTOBaHHOTO HACETICHHS M UCTIONB30BaHBIX METO-
noB uamepenust AJI [1, 7].

ITHOJIOTHYeCKHE (PAKTOPBI

AT y mereii MOXeT OBITh KJIaCCU(MUIINPOBAHA KaK
nepsuyHas (ITAI') wmm scceHnmanmbHas, €CITU HET
UICHTU(DUIINPYEMON MPUYUHBI, WIH KaK BTOPUYHAS
(BAT'), xora oHa BOBHHKAET W3-3a KOHKPETHOW TIPH-
yuHbl. Yactora [IAI" yBenuuuBaeTcs ¢ BO3pacToM, TO
Bpems kak BAI' mpeoOnangaer B paHHEM M JIE€TCKOM
BO3pacTe. B mocnemyromieM oOImMUM MpaBHIIOM SIBJIS-
eTCsl TO, YTO YeM Mulajiie peOeHOK M YeM TsKelee
AT, Tem Gombie BeposiTHOCTH BropuaHoit Al [8].

Bropuunsie npuunnsl A" Takke 3aBUCSIT OT BO3-
pacra nauuenta. Tak, y 34-79% OonpHBIX C BTO-
pUYHBIME  (hOpMaMHU apTepUaNbHONW THUIEPTEH3UH
BBISBISIFOTCSL  TTaPEHXHUMATO3HBIE 3a00JIEBaHUs T10-
YeK W HapylleHWe WX CTPYKTYphl (TIomepyroHed-
puUT, TUAPOHEPPO3, pyOlleBaHUS TIOYEK, NWCIUIA3HH
Y KHCTO3HBIC 3200JIeBaHUS [TOYEK), OAHOBPEMEHHO B
9TOM BO3pacTe BCTPEUaroTcsa peHoBacKyisipHas BAT
1 KOapKTalus aopThl. B OONBIIMHCTBE CIy4aeB U3-3a
CTPYKTYPHBIX aHOMAJIHMH MOYEK BTOPUYHBIMHU SIBIIS-
I0TCSl peHoBacKyJisipHasd Al' B HEOHATaJILHOM MEepUOo-
JIe BCJIEJICTBUE KaTeTepH3alliy MYITOYHON apTepuH B
12—-13% cmyuaeB u Al' BciieacTBHE MOPAKEHUH TIO-
YE4yHOU nmapeHxumsl [§, 9].

Ta sxe TeHJeHIUs MpoaoIKaeT HabIoaaThes 'y
neTeit 6oree crapiiero Bo3pacta, ogHako, 1AL mo-
CTETIEHHO BCTpEYaeTcs Jalle B 3TOT mepuoi. B mox-
poctkoBoM Bo3pacte [TAI cranoBUTCs caMoil yacToi
MIPUYUHON, OCOOCHHO Yy JIeTel ¢ O)KUPESHUEM U JIeT-
xoit AI' [10, 11].

MoHoreHHasi apTepuaJibHasi TUNIEPTEH3US

Momnorennsie Gopmbl A" XOTS BCTpedaroTcs pe-
KO, JIOJDKHBI PacCMaTpUBaThCs B TuiaHe auddepeHtm-
AJIBHOW JIMArHOCTUKU Y OOJIbHBIX C PAHHUM HA4dalioM
Tsokenoil Al OHM MOTYT UMeTh CeMEWHBI aHaMHE3
Y POICTBEHHHMKOB C PAaHHUM HA4aJIOM U TPYAHO KOH-
TpoiupyeMoil Al MonorenHast Al” cBsizaHa ¢ HU3KOU
aKTHUBHOCTBIO peHnHa mia3mbl (PI1) u pasnmuunabiMU
HapYIICHUSMHU 3JICKTPOJIUTOB, KUCIOT U OCHOBAHUU.
OnHM 00yCIIOBJICHBI OJMHOYHBIMH I'€HETHYCCKUMU MY-
TanusaMu. SIBHBI W30BITOK MHHEPATIOKOPTHUKOUIOB,
cungpom lopnona, cunapoMm Jlummia U IITIOKOKOP-
TUKOUJHBIA aJbJOCTEPOHU3M SIBISIOTCS MpUMEPaMu
MoHorenHout Al [12, 13].

COop anamHe3a u oOcienoBaHHE OOJBHOTO C
AI' nomxHBI OBITH COCPEJOTOYCHBI HAa BBISBICHUU
BO3MOJKHOH STHOJIOTUM W TIOMCKE OCIIOKHCHHUU 3a-
OomneBanus. TONBKO CpemHETSKENass WA YCTOWIHUBO
BbIcOKass Al' BBI3BIBalOT CHUMITOMEI Oone3Hu. Kax
MpaBmiIo, OONBIMMHCTBO nanueHToB ¢ [IAI" ocrarot-
cs1 OSCCUMITOMHBIMU U BBISBIISIOTCS BO BpEMsl MPO-
(unakTHYecKux 0cMOTpoB [14].

Tabnuua 3 / Table 3

KnuHuyeckue npusHaku, BbisBNsieMble
npu ocMoTpe 6onbHbix ¢ Al

Clinical signs detected during examination
of patients with hypertension

KnuHunyeckue Bo3moxHasa aTnonorus

npusHakun

PocrT, Bec, UMT OAT, xpoHnyeckas 601e3Hb NovYeK
BnepHoCTb XpoHunyeckasn 60ne3Hb noyek

Cbinb B 061aCTU CKyJIO-
BbIX IyT Y MEPEHOCULLbI

CuctemHas KpacHasa BoN4aHKa

[MaTHa Ha Koxe «kode C
MOJTOKOM>»

Herpodunbpomaros Tmn 1, Ty6epoaHbii
cknepos

Ancmopduryeckue
NPOosIBNEHNSI

CuHppom Bardet-Biedl, Turnera, cuH-
apom William

JlyHooGpasHoe nmuo

CuHAapom KylinHra, oxupeHue Tena

[eHepanu3oBaHHOE
OXMpeHne

Cunpgpom KywimHra

YepHbllh akaHTO3

MeTabonuyeckuii cuHapom/DAI

'mpcyTnam, akHe

MeTabonuyeckuin cuHapom/AT, nonm-
KNCTO3 SINYHUKOB, CUHAPOM KylLnHra

KopoTtkoe Tynosuuie

XpoHuyeckas 6051e3Hb noyek

OcTteogmnctpodus

XpoHunyeckas 6051e3Hb noyYek

Taxukapous

'mnepTnpeonamam, peoxpomMmoumToma

OTcyTcTBME UK cna-
60CTb nynbca Ha b6e-
LPEHHON apTepumn

KoapkTauus aopTbl

Kapanomeranusa

[MopaxeHne opraHoB MULLIEHEN

LLym

KoapkTauus aopTbl

O6bemMHoe obpa3oBa-
HMe B OPIOWHOW No-
locTn

Onyxonb Bunbmca, HelipobnacTtoma,
deoxpomoumToma

Manbnupyemble NoYkn

MonukMcTo3 noyek, rmapoHedpos,
MYNbTUKMNCTO3

LLIym Ha 6ptoLuHomn
aopte

CTeHO03 no4vyeyHor apTepumn
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B HacTosmmee BpeMst BBIABISIOTCS TaKuMe MpU3HA-
ku Al xak rosioBHasi 001k, BU3yaIbHBIE HAPYIICHHS,
TOJIOBOKPY>KEHHS U HOCOBBIE KpoBOTedeHHS. OIbIIII-
Ka 1ipy PU3NIECKOI HArpy3Ke, apaand JIMIA U CYJI0-
pOTH YKa3bIBaIOT Ha MOPAKEHUE OPraHOB-MUILICHEH
(ITOM) [15].

l'emarypusi, onmurypus, NONHypHUs, HHUKTYpHS,
OTEKH, YTOMIIIEMOCTh U 3af[epKKa POCTa — BCE ATO
yKa3blBaeT Ha moyeunyro stuonoruto Al. Hacnen-
CTBCHHBIC 3a00JICBaHUSI TIOYEK, TaKHE KaK IOJINKH-
CTO3 MOYCK, HATMYHNE B aHAMHE3€ PELHIUBUPYIOIICH
UH(EKIIUN MOYCBBIBOMSAIIMX TYTEH WM aHOMAJUU
MOYEBOTO TPAKTa, MPEANONaraloT Kak IpUInHy pyo-
[IEBaHUE TI0YeK, OOCTPYKTHBHYIO YypOIATHIO WIIN
peduroxc-Hedponaruro [1, 16]. BoipHBIE YacTo UMe-
0T ceMelHblil anamHe3 Al rumnepnunuaemuio, ca-
XapHBIA JHa0eT, CepIeuHO-COCYINUCThIC 3a00IeBaHMS
WM UHCYJIBT. DHJIOKPUHHBIC 3a00sieBaHus (eoxpo-
MOIIUTOMAa, MHO)KECTBEHHAs] SHAOKPUHHAS HEOoIlIa-
3ust 2-ro THMa, cHHApoM (oH [unmene—JInanay, Heil-
podubpomaro3 u mMoHoreHHble (Gopmbl Al MMeroT
TaKXKe TIOJIOKHUTEIbHBIM cemMelHbld aHamHes [17].
B Tabn. 3 npeacraBieHbl KIMHUYUECKHUE MPOSBICHHUS,
BBISIBIISIEMBIC TIPU OCMOTpe pedeHka ¢ Al

MeTtonpbl, ucnojb3yemble 15 usmMmepenus A/l y
aereit

B cooTBeTcTBHY € NIEHCTBYIONTMME PEKOMEHIAIIH-
simu [6] AJl He0OXOAMMO U3MEPSTH €KETOIHO Y BCeX
nertel 3 set u crapuie. Y BceX JIUI ¢ TaKUMH (haKTo-
pamu pucka o Al" kak oxxupeHue, 1uaderT, moveuHas
HEJ0CTaTOYHOCTh, KOAPKTAIMS AOPTHl / BOCCTAHOB-
JICHHAs KOAPKTAINS ¥ TOTyYalolNX MPeraparsl, BbI-
3piBatomne Al, cnenyet uzmepsats AJl nmpu kaxaom
BHU3UTE K Bpauy. Y JeTeill MIajlliero Bo3pacTa, Helo-
HOIIIEHHBIX W JIETeH ¢ MaJIoil Maccoil Tejla B aHaMHe-
3¢ U KOTOPHIM TpeOoBaiach MHTCHCUBHAS TEpamus B
HEOHATATBHOM TIepPHOJIE, Y OOIBHBIX C 3a00JICBAHMS-
MU Cep/la, MOoYeK, MOBBIIICHHBIM BHYTPUYEPETHBIM
JTABJIICHUEM W PUHUMAIOIIUX TTPETIaparhl, BEI3bIBAO-
e Al HeoOxonumo m3mepsaTh A/l

Bo Bpems usmepenuss AJl BBIOOp TOYHOTO pas-
Mepa MaH)XEThl MMEET IMEPBOCTEIICHHOE 3HAYCHUE.
OTO MOJDKHO OBITH MECTO, TJIe HaAyBHAsl IMHpPUHA
MaHXeTbl cocTasisieT He MeHee 40 % OKpyXHOCTH
mie4ya B cepelnHe MEXITy OJICKPaHOHOM M aKpOMHO-
HOM. Jl;mmHa MaHXeThl JomkHa moKpeiBaTh 80—-100 %
OKPY)KHOCTH pyKdA. ManeHbKui pa3Mep MaHKEThI
3aBbimaeT AJl, 1 TEOPETUYECKH CIUIIKOM OOJBIIION
pa3mep manxkeThl HepoouenuBaeT AJl. Ecnu neno-
CTYTIEH TTOIXOAIINN pa3Mep MaHKeThl, CIeTyeT HC-
TOJIL30BATh CIIEAYIONIMIA OONBIIHIA TI0 BEIUYHHE €
pasmep. Ecnu npu ayckynbTaTUBHOM WJIM OCIHILIO-
MeTpudeckoM wu3MepeHuu AJl OKa3bIBAeTCS BBIIIEC
90-ro mepreHTHIs,, HeOOXOIUMO MPOBECTHU EIIe J1Ba
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U3MEpPEHUs, U UX CpEIHEe 3HAYEHHE HMCIOJIb30BaTh
JUISL OIIPENEICHUS] KaTErOpUU apTepUalbHOIO JaBlie-
HUS OOIILHOTO.

Ocmwnomerprudeckue usmepeHust AJl T0MKHBL
OBITh TIOATBEPXKIEHBI AYCKYJIBTaTHBHBIM METOAOM
usmepenus AJl. Jonmieporpaduueckue uccienona-
HUS 4acTO TIOMOTAIOT N3MEPHUTh cucToimaeckoe AJl,
0COOEHHO Y HOBOPOXKJIEHHBIX U MiajieHIIeB. C 1ebio
JMUArHOCTHKH y OonmbHOTO ¢ Al" HeoOxomumo AJl mu3-
Meputh 3 paza. [lonydyeHnnsle nannele AJl 1OJIKHBI
CPaBHHMBAThCS C OIyOJMKOBAHHBIMM TaOIUI[AMU B
PYKOBOJICTBE 110 CKpUHHUHTY U JiedueHuto Al y nereit
1 TIOAPOCTKOB, IpeutokeHHyo AATI, koTopoe BKITIO-
yaet 50-, 90-i u 95-i1 nepuenTuwnu AJl 11 Bo3pacra,
noisa u pocra. [6].

Ecnu y 6onpHOTO 00HApy*)eHo nosbimeHHoe All,
HEOOXOMMO TOBTOPUTH M3MepeHue AJl uepes moi-
rona. B nepBoii cragun Al HeoOXoanma nepeorieH-
ka AJ] uepe3 1-2 uen. Ilpu mocTtosHHO BEICOKOM Al
ciemyeT emie nBa paza m3Meputh AJl y GompHOTO M
IJIAaHUPOBaTh JajibHeilliee JedeHue. BOoNbHBIM, Yy
KOTOPBIX BbIsIBICHAa BTopast cragus Al, HeoOxomu-
MO YCTQHOBHTbH 3THOJIOTHIO U MOpPaXKEHHUE OPraHOB-
MHUILIEHEHN B TEUCHUE OTHOM HEJIEIU WIN HEMEUICHHO
MpU HAMWYUH KIMHUYECKHX CHMNTOMOB. [lokazaHa
Bo3pacrtaromas poadb CMAJ/] B AmarHoCTHKe, OIICHKE
u neyennu Al y gerell. 1o HeoOXoAMMO IS AHa-
rHOCTHKH «Al" Ha Oenblif XanaT» U MacKMPOBaHHOM
Al [18, 19].

Taxoke pexoMmenayetcs: BbIOMHATE CMA/J] nmis
noATBepxkaeHus Al y nereil u moxpocTKoB, y KOTO-
PBIX KIMHUYECKHUE MToKazaTrenu AJl Haxonarcs B Kare-
ropuu noseiieHHOro AJl B Teuenue 1 rona, a Takxke
y TeX, y kKoro Obuta obHapyxena Al' 1 crenenu npu
Tpex BU3UTaX K Bpauy.

Huarnos Al cnemyeT moATBEpaAUTh 10 Havasa Te-
panuu, a Takke 60ompHBIM ¢ nuadetom 1 Tuma, XbII
U PELUINEHTaM TPaHCIJIAaHTALUU TI0YEK, Y KOTOPBIX,
KaK M3BECTHO, BBIABISICTCS aHOMAaJIbHAs LUpPKagHAs
BapuabensHocts AJl. M3BecTHO, 4TO y OOJBHBIX C
XBII u mocne TpaHCIIAHTAIMH TTOYEK HAOMIOAaeTCs
YMEHbIIIEHHE HOYHOTO MOTPYKEeHUS WU Jaxke 00paT-
HOE HOYHOE TMOTpY)XKeHUE ¢ 0oJee BBICOKUM HOYHBIM
AJl u, cnenoarensHo, CMA/L B 3THX CITyJasiX sSIBIISI-
€TCsl He3aMEHUMBIM, W TAKUM OOJIBHBIM €ro CIIeayeT
MpoBOAUTH exeronqno. CMAJI Tak:ke peKkoMeHTyeTCst
npu oneHke pedppakrepHoit AI' nnst kontpons ALl y
nanueHToB ¢ [IOM, a Takke y MalueHTOB C CUMIITO-
Mamu runotonunu [20, 21].

HccnenoBanusi, KOTOpble HEOOXOAUMO MPOBO-
authb npu Al y gereii

OO6cnenoBanne pebenka ¢ Al mMeeT BakHOE
3HAUCHHE, TaK KaK B JETCKOM BO3pacTe mpeodiasa-
10T BTOpuuHble TpuunHbl Al. B To e Bpems, uc-
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CJIeZIOBaHUSI HEOOXOIMMO TIIATENBHO TUIAHMPOBATH,
YUHTHIBasE HanOOJIee BEPOSTHYIO ITHOIOTHIO, YTOOBI
HE ToABeprarh peOcHKa HEHYXXHBIM IHAaTrHOCTHYE-
CKUM mpoueaypam. Kpome BbISIBICHHS BO3MOXKHOM
OCHOBHOM 2THOJIOTHH, HEOOXOIUMO TaKXKe MPOBECTH
o0caenoBaHue IS BBISBICHHUS ociokHeHuii Al a
HMEHHO, TMOpaXeHUE OpraHoB-mulleHed. MoHUTO-
PHUHT MTOPaXKEHUsI OPTaHOB-MHUIIIEHEH TOJHKEH MPOBO-
JUTHCSI Yepe3 paBHbIC MPOMEKYTKUA BPEMEHH, 9acTO-
Ta 3aBUCUT OT cTerneHu Al U CTENneHU MOpPaKEHUS.
Jluarnoctuyeckasi OIICHKA MOXET OBbITh OTJIOXKCHA
WU TIPOBOIUTHCS ONHOBPEMEHHO C HAyajoM Jieue-
HUS, Y OONBHBIX ¢ cumnToMaMu Al 1 u 2 creneHu
[22, 23].

[lepBuunoe obOcnenoBanme Bcex paereir ¢ Al
JOJIKHO BKJIIOYATh OIpENesICHUE YPOBHEH Kpearu-
HUHA, 3JICKTPOJIMTOB, ra30B KPOBH, OOILIUI aHaIU3
MOYH, COOTHOIIICHUE OCIIOK—KPEaTUHUH B MOYE, Yilb-
TPa3BYKOBOE MCCIIETOBAHME TIOYEK C TOTTIEPOBCKAM
HCCIIEIOBAaHNUEM U DXOKapAHOorpaMMoi. B HacTosee
BpeMsI AIIeKTpoKapauorpadus He peKOMEHIYEeTCs st
BBISIBJICHUSI TULIEPTPO]UH JIEBOTO Kenmynouka [24].

KpearunuH CBIBOPOTKH KpPOBH TIOMOXKET OIIpe-
JICJIUTh TIOYEYHYIO JUCRYHKIMIO, B TO BpEMs Kak
ANIEKTPOJMUTHI W Ta3bl KPOBH MOTYT YKa3blBaTh Ha
MoHoreHHy10 popmy Al OOmmii aHATU3 MOYH CITy-
JKUT JUTSL BBISIBJICHUS KakK IJioMepyaoHedpuTa, Tak u
NPOTCUHYPHUU. YIIBTPAa3BYKOBOE UCCICIOBAHUE MIOUYCK
BBISIBJISICT TAKHE aHOMAJIUH, KaK KHCTO3Hasi O0JIC3Hb,
rugporedpos, HeppoKaIbIMHO3, TToUeUHbIE 00pa3o-
BaHUs, MaJIeHbKUE / CMOPIIEHHBIE TOYKH U T.J. DTH
JAHHBIE MOTYT OBITH OPUEHTHUPOM JJIsl YCTAHOBICHUS
muarno3a. Ecnm y peGeHka ¢ oXuUpeHHEM oOHapy-
JKUBaroTcs Jerkasg Al' v MOJ0XKUTENbHBIA CeMEHHBIN
anamue3 o Al, Ho B anamue3e HeT Al u pesynbra-
TOB 00CIEIOBaHUS, YKa3bIBAIOIIMX HA BTOPUYHYIO
NpUIHHY, B 3TUX ciydasx [IAIT Oymet mamboee Be-
pOSITHOM dTHONOTHEH [25].

B Tabn. 4 npexcraBieHbl HCCIeOBaHNS, KOTOPHIE
MOTYT OBITh TIPOBENICHBI y OONBHBIX JieTei ¢ Al

Ilopaxenue opranoB Mumeneii y gereii ¢ AI'

ITocne ycraHOBIEHUS IUArHO3a W BO3MOXKHOM
stuonorun Al' HEOOXOAMMO TTPOBECTH CKPUHHUHT Ha
TTOM. Ot1u ucciieoBaHusl BKIIOYAIOT 9X0KapAuorpa-
¢uto, odranpMonornyeckoe obOcIenoBaHUEe, HCCIIe-
JIOBaHUE TOJIIMHBI HHTUMAa—MeINa COHHOU apTepuu
U MUKpoasibkoOymuHyputo. [lociennue aBa uccienona-
HUS Yy JETeH B HACTOSAIIEE BPEMS HE PEKOMEHIYIOTCS
B Ka4eCTBE PYTHHHBIX UCCIICTOBAHHI.

T'umreptpodust meBoro sxemymouka (IJDK) saBis-
€TCS M3BECTHBIM MPEIUKTOPOM HIIIEMHYECKOH 00-
JIE3HU cepAla, UHCYJIbTa, 3aCTOMHON CEpIEeYHON He-
JIOCTaTOYHOCTH U BHe3anmHoi cmepTH. Onenka [TIDK
MTOCPEJICTBOM DXOKapauorpadUyecKkoro H3MepeHuUs

Macchl JIEBOTO JKENyAOYKa SBISETCS BaXXKHBIM KOM-
noHeHroM Mouutopunra IIOM u nomkHa HpoBo-
JIUThCS nepruoanuecku BceM aetsaMm ¢ Al M3menenus
CeTYaTKu I71a3, BeI3BaHHbIC Al SBISIOTCS MapKepoM
MOBPEXKICHUSI COCYIOB BCJIEICTBUE THUIEPTCH3UH U
JIOJDKHBI  OBITH TOATBEPXKICHBI OPTAIBMOJIOTOM Y
Bcex gereit ¢ Al [1, 26, 27].

Jleyenue Al y nereii

Jleuenue Al y neteil BKiIoUaeT Kak MeAUKaMEH-
TO3HBIC, TAK U HEMEIUKaMEHTO3HbIe Mephl. Hemenu-
KaMEHTO3HBIC MEphI, Ha3BaHHBIC TEPAEBTUYCCKIMHU
n3MeHeHusMu oOpasa xu3Hu (THUOX) B YerBeprom
OTueTe, BaKHBI JJ11 BCeX OOJIBHBIX C JIIOOBIM CIIEK-
TpoM JieTckoi AT, BKIItoUas NManydeHToB C MOBbIIIEH-
HbiM AJ] [28].

Bonbnbix ¢ 1 crenensto AI' BHauane MOXHO Jjie-
4uTh TOJIbKO ¢ momolnbd THUOX, dapmakomornye-
CKYIO TEparuio HaYWHATh TOJIBKO B TOM ClTydae, €CIu
AJI HE CHIXKAETCs C TOMOIIIbIO BBIIIEYKa3aHHbBIX MEp.
®dapmakoornyeckasi Tepanus oka3aHa BHaJaje ma-
nuenTtaM ¢ Al' 2 craguu u nanuenTaM ¢ Al' 1 ctaguu
¢ mpuznakamu [IOM [29].

TepaneBTH4YecKHe M3MeHEHUsI 00pa3a KU3HU
NMANUEeHTOB ¢ APTepUaIbHON runepTeH3uei

TepameBTndyeckne W3MEHEHUS o00pa3a IKU3HH
(THUOX) aBnsroTcs BaYKHBIMA MEpaMH 110 TIpoTTaraH-
Jie 37I0pOBOTO 00pa3a KU3HU Yy BceX OONBHBIX ¢ Al
HO B OoubIlelt cTernenn y nanueHToB ¢ DAL Oxaum
U3 3TUX MEP MOXKET OBbITh IOCTATOYHO JUISI KOHTPOJIS
AJl y nereit ¢ moBeimenHsM AJl u 1 crenensio Al
[30]. Onn Takxe MOMOrarOT KOHTPOIMPOBATH APYTHE
(haKTOPHI pHCKa CEPIETHO-COCYIUCTHIX 3a00ICBaHUH,
Takue Kak oxxupeHue u runepaunugemus. THUOX

Tabnuua 4 / Table 4
CneumanbHble UCCNie0BaHUA METOAbl
nccnenoBaHus y aeTtei, no3sonsiowme
npeanosioXXUTb 3TUOJNIONNIO apTepuasibHON
rmnepTeH3um
Special research methods in children, suggesting
the etiology of arterial hypertension

OAl JIvnngHeli npodunb, MKo3a HaToLak,

Mo4eBas Kncnorta

PeHoBackynsapHas | MNPA, anbpoctepoH, KT/MP-aHnrvuorpadus
Al aopThbl N MOYEYHbIX apTeEPUn

®deoxpomoupmtoma | KarexonamuHel nna3mbl (a4peHaNNH 1 Ho-
pagpeHanuH), MmetaHedpuHbl nnadmbl KT/

MP xuBoTa, MUBT -cuuHTUrpadus

Henpobnactoma Moua Ha roMOBaHWINHOBYIO Y BaHWJINH-
MUHOasbHYIO Knucnoty, KT/MP

Pednioke AMCK, umctorpamma

HedponaTus

MmomepynoHedpuTt | C3, C3, AHA, ncAHK, ArBM, AHLIA
'mnepTnpeos

®yHKUMOHANbHbIE TECTbl LWWUTOBUAHOMN
xenesbl

Cunpgpom KywmHra | AKTT, kopTr30n nna3mel, CTepounpl B Cy-
TOYHOU MOYe
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BKJTIOYAIOT CHIKCHHE BeCa, YBEINYCHNE KOJTMIECTBA
YIpaXHeHUH, MOIU(HUKAIINIO TUETHl M YMEHBIICHHE
ctpecca [30]. MHorue Xopolio KOHTPOIUpyeMble UC-
CJIEJIOBAHUS MOKA3aJId ONPEAETICHHYIO CBA3b MEXKIY
oxupenueM u Al' He3aBHCHMO OT BO3pacTa, Mojia u
STHUYECKOW TMPUHAMICKHOCTH. DTa CBA3b IpocIe-
JKUBAeTCs KakK ISl CUCTOJIMYECKOHM, TaK W s Jua-
cronuueckont Al [15].

MexaHU3MBl ATOW CBSI3M BKIJIFOYAIOT 3aJICPIKKY
COJIeH M BOABI, CBSA3aHHYIO C MHCYJIMHOPE3UCTEHTHO-
CTbIO, IMOBBIUIEHHYIO CHMITATHYECKYIO0 AKTHBHOCTh
HEpPBHONH M PEHHMH-aHTHOTEH3UH-aJIbJI0CTEPOHOBON
CHCTEMBI, a TaK)Ke U3MEHEHHYIO PEaKTUBHOCTH COCY-
JIOB. YUUTHIBas CBS3b MEXAY MOTPeOICHNEM HATpHUs
1 BbICOKUM A]Jl, HEOOXOMUMO OTpaHHUYEHHE COJH B
nuine BceM OonbHBIM ¢ Al M 3TO HOMKHO compo-
BOXK/IaTbcsl OoJiee BBICOKMM IMOTpEOJIeHHEM Kalus,
kanpius ¥ Maraus [32, 33]. OxupeHue TakkKe CBs-
3aHO ¢ muabeToM | THITa, TUCTUIHASMHCH, 00CTPYK-
TUBHBIM aITHO? BO CHE M TICHXOJOTMYECKHMH pac-
CTPOMCTBaMU, M W3 ATOTO CIEAYET, YTO MOTeps Beca
cBsi3aHa ¢ ¢ kouTposieM A/l y moneit ¢ n30bITOYHBIM
BECOM M OXHUpPEHUEM, HeoOXOAUMO IUIaHUPOBAaTh
MporpaMMy CHH)KEHHUS Beca, BKITIOYAIONIYIO KaK Jie-
TUYECKUM KOHTPOJIb, TAK U YNpaKHEHUs. BiusHue
yIpaXHEHU Ha KOHTposib AJl HE3aBUCHUMO OT HX
BIIMSTHYSI HA BEC TaKXKe XOPOIIIO U3BECTHO. A3pOOHBIE
YIPaKHEHHUSI U CUIIOBBIE TPEHUPOBKH OKa3aJIUCh TO-
ne3upiMu B cHIkeHun AJl 1o 10 mm pt. ct. TUOX
PEKOMEHYIOT BKJIIOYATh YMEPEHHbIE M CHIIbHBIE a3-
pobubie ynpaxuerus mo 30—60 mun 3—5 pa3 B Hene-
mto. CunbHBIE adpOOHbBIE YIIPaKHEHUS Y OOJBHBIX C
HeynpasisieMoil 2 crenenbto Al cnenyer npuMeHsITh
orpaHudeHHo [34].

Taxoke crnenyer yuYuTbIBaTh NOTEHIMAIBHBIE Tpe-
MMYIIIeCTBA YMEHbIIeHHs cTpecca mpu Al, ocobeHHO
[IOTOMY, YTO OHM HEMHBA3WBHBI U BHI3BIBAIOT MEHBIIIE
M3MCHEHUH B 00pa3e XKU3HH, TEM CaMBbIM CITOCO0-
CTBYSI IPUBEPIKEHHOCTH JICUCHUIO.

Menunkamento3Has Tepanus Al y nerei

ITokazanusiMu K HaYay MEAMKaMEHTO3HOM aHTH-
TUIEPTeH3UBHON Tepanuu y getei ¢ Al apnstorcs:
1 creniens AT, He orBeuaronias Ha THIOXX; 2 crenenn
AT’; cumnromarunyeckas Al'; Hamnuue [TOM, comyt-
CTBYIOIIMX 3a0o0NieBaHWM — JuabeT, THIepIUuIuie-
MU, TSKEJI0e OKUpeHue [6].

B Tabn. 5 npencraBieHbl aHTUTHIIEPTCH3UBHbBIC
peraparbl, 0JOOpPEHHBIE JJIsi IPUMEHEHHS y JEeTeH.
Hawnbomee BaxHBIM (paKkTOpOM TIPH BEIOOpE Kiacca
JIEKapCTBEHHOTO CPEJCTBA SIBIISIETCS OCHOBHOM Me-
xanu3M Al B cooTBercTBHM € 3THONOrHEH. Takxke
CIIelyeT YYUTHIBATh YHAOOCTBO JO3MPOBAHHMS, MPO-
CTOTYy HpUMeHeHUs, poduib moO6ouHbIX 3(dekToB
Y HaJIM4YUe COMYTCTBYIOIMX 3aboyieBaHuil. Y nerei
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B KaueCTBE IIPENapaTroB IEPBOIO psiia UCIOIb3YIOT-
¢S MHTUOUTOPHI aHTHOTEH3WHITPEBpaIarImero dep-
MeHTa (MAIID), 6GmokaTtopsl penenTopoB aHTHOTEH-
3uHa (bPA), 6mokarops! kanbiueBbix kaHaioB (BKK)
u Tnasuuele auypetuku (TH). U3 Hux naunbonee va-
cto ucrnonb3yrorcs MAIID u BKK [35].

MenukaMeHTO3HOE JIEUEHHE CllefyeT HauuHaTh
C MOIXOAALIETO Ipenapara B 0ojiee HU3KUX 103aX U
MOCTETNICHHO YBEIMYHMBATh O3Bl [0 Mepe HEOOXOIu-
MOCTH J10 YPOBHs cpefiHuX 103. Ecin Ha 3TOM 3Tare
AJl He KOHTpONIUpyeTcs AOJKHBIM 00pa3oM, MOXKHO
YBEJIMYUTH 103y Mpernapara 10 MaKCUMAaJIbHO Tiepe-
HOCHMOTI'0 YpOBHA. XOTsI MOHOTEpANusi UMEeT Ipeu-
MYIIECTBO, OHA CONPSDKEHA C PUCKOM IOOOUYHBIX pe-
aKIMI Ha Mpenaparsl NPy IpUEME BBICOKUX 103 [6].

Bropoii moaxos 3akiIrouaeTcs B IEPEXOIE Ha JIpy-
TOi KJIacc MpernaparoB. DTO Ha3bIBAETCsI MOCIEI0Ba-
TEJIbHOU MOHOTepanueil. TpeTuil noaxo ] 3aKI04aeT-
sl B T0OABJIEHNH JIPYTOTO KJlacca JIeKapcTB, KOTOPBIN
JTOTIONHST OBl JEHCTBHE MCXOMHOTO JeKapcTBa (1o-
MOJIHUTENbHAsl Tepamnusi). XOTs NpPH TaKoM IOAXOJe
TEpsIeTCSl MPEUMYLIECTBO MOHOTEPAIIUH, BEpPOST-
HOCTh MOOOYHBIX PEaKUHil cBeZieHa K MUHHUMYMY, a
IIaHCHI HA YCIEIIHOe KOHTpojupoBanue AJl makcu-
MabHEI [36, 37].

OHaKO CYIIECTBYIOT OTIPEICIICHHBIC 0OCTOSATEb-
CTBa, IPU KOTOPBIX MPEANOYTCHUE OTAACTCS ONpeie-
JICHHOMY KJi1accy mpemnapata. Hanpumep, y O0JbHBIX
C OCTPBIM IJIOMEPYIOHE(HPHUTOM C TTEPErpy3Koit 00be-
MOM KUJKOCTH MOYETOHHOE CPEJICTBO OyJET JIOTUIHO
TIEPBBIM BEIOOPOM, 32 KOTOPBIM CJIEIyeT pacIiiipeHne
cocynoB ¢ nomotbio BKK. MATI® u BPA sBistorcs
nepBoit 1uHuel repanuu A" ipu nporeunypuu y ne-
teit ¢ XBII u caxapHbiM 1rabeToM HM3-32 HAJTHYUS Y
HUX aHTUIPOTEHHYpUIecKoro s dexra [38].

IIpu XBII y nereit 6e3 mporennypun MAIID u
BPA moryt ObIiTh Oomiee 3(ppeKTUBHBIMH, TTOCKOIBKY,
Kak ObUIO IOKa3aHO, OHM, BOSMOXHO, YBEJIUUHUBAIOT
BBDKMBAEMOCTh MOYEK 33 CUET KOMOMHAILMM CHIKE-
HUSI BHYTPUKITYOOUKOBOTO JIaBJICHHS 33 CUET CEJIeK-
TUBHOTO pacmupeHust 3¢depeHTHoll apTeprobl
KIyOOuKa ¥ MPOTHBOBOCHAINTEIHLHOTO W aHTU(U-
OpoTtudeckoro AercTBus [39].

[Ipu deoxpomorurome TpeOyeTcs KOMOMHHPO-
BaHHas Tepanus anbga- u OeTa-0okaropamu, 0ObII-
HO (peHokcmbOenzamuuoM. MAII® ocrarorcst Hanbo-
nee 3¢ PeKTUBHON Tepanuell Ipu PEHOBACKYIISIPHOM
AT, XOTs1 OHM TIPOTUBOIIOKA3aHbl MIPU JIBYCTOPOHHEM
CTEHO3e TIOYeUHBIX apTepuit [40].

B oTmenbHBIX KIMHUYECKHX CHUTyalUsX CIELyeT
n30eratb Ha3HAYCHMsI HEKOTOPBIX KJIacCOB Ipemnapa-
ToB. Tak, HecelneKTUBHBIC OeTa-aIpeHOOIOKATOPEI
[IPOTUBOIIOKA3aHbl IIPM acTME U 3aCTOWHON cep-
JICYHOM HEZOCTAaTOUYHOCTH BCJIEICTBUE BO3MOXKHO-
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AHTUrMNEepTEH3NBHbIE Npenapartbl, UCMOJIb3yeMble Y AeTen
Antihypertensive drugs used in children [6,29]

Tabnuua 5 / Table 5

Mpenapat [o3a YacTtoTta npuema
UHruomropsl AND

Kantonpun 0,1-0,3 Mr/kr/no3a Ha4yanbHasi, MakcumMym 6 mr/kr/cyT 2-3 pazaBcyT
OHananpun 0, 1mr/kr/po3a HavanbHas, MakcumanbHasa 1Mrg/kr/cyt 1-2 paza B cyT
BnokaTtopbl peuenTopoB aHrMOTEH3UHa

JlosapTaH 0,7-1,4 mr/kr/cyT 1pasBcyr
BeTa-6510kaTopbl

MponpaHonon 0,25-1 mMr/kr/Ha4vanbHas o3a, MakCuMym 5 mMr/kr B CyT 2 pasaBCyT
AteHosnon 0,5-2 mr/kr B cyT, makcumym 100 T B CcyT 1 pas B cyT
Bnokatopbl KanbLyMeBbIX KaHaNOB

Hudbenmnunu 0,2-0,3 mr/kr/cyT, Mmakcumym 3 Mr/kr/cyT 3-4 paza B cyT
AmMnognnuH 0,1-0,4 mr/kr/cyT, makcumym 10 Mr B cyT 1 pas B cyT
AnypeTukn

dypocemnp, 0,5-2,0 mr/kr/cyT 2-4 pa3aBcyT
Cn1poNoHaKTOH 1 ™Mr/kr/cyT 1-2 pa3 B cyT
XnopoTtnasug, 10-20 mr/kr/cyt 2 pasaBcyT
BenppodnymeTtnasng, 50-400 mkr/kr, Mmakcumym 10 mr 1 pasBcyT
Anbda-6nokaTopbl

Mpa3o3unH 0,01-0,1 mr/kr/cyT 3 pasaBcyT
Jlokcas3osunH 0,5-4 mMr/cyT, Makcumym 16 mMr B cyT 1 pasBcyr
Basogunatatopsl

MuHokcnaomn 0,2 mr/kr/cyT, Makcumym 1 Mr/kr/cyT 1-2 paza B cyT
M'mpopanasuH 0,1-0,5 mr/kr/cyT, Mmakcumym 3 Mr/Kr/cyT 4-6 pa3 B cyT

CTM MHHULIMHpOBaHUS OpoHxocnasma. [Ipumenenus
OeTa-0JI0KaTOPOB CiieayeT u30erarb y WHCYIMHO3a-
BHUCUMBIX AMA0OETHKOB, IIOCKOJIbKY OHHU MAaCKHUPYIOT
CHUMIITOMBI THIIOIJIMKEMUH. Y CIIOPTCMEHOB OeTa-
aJPEHOOIIOKATOPhl MOTYT CHHXKaTh PabOoTOCIOC00-
HOCTb, & JUYPETUKU MeHee 3((EeKTUBHBI MIPHU CHU-
KEHUU cKopocTH KiyboukoBoi ¢unbrpanmn (CKD)
ke 30 mu/mun/1,73 M [41].

B mepBrie 3—6 Mec mocie TpaHCIUTAHTAIIUN T10Y-
Kku Taroke m3derarot npumenenus MAII®. Ux Taxxe
He npuMeHstoT y 6onbHBIX XBII 4 u 5 crammii, mo-
CKOJIBKY OHU MOTYT JOMNOJHUTENbHO CHU3UTH CKOD
JI0 CTENeHH, Korja HeoOxomuM auanus. M HaoOopor,
Yy HEKOTOPBIX OOJIBHBIX C MPOTPECCUPYIOIIEH MoYed-
HOW HEJJOCTaTOYHOCTbIO, KOTOPBIM TPEOyeTCsl TUaju3
u koropsle noayyaroT MAII®, npekpanienue npuema
mpenapara MOXeT YAy4LIMTh padoTy MOYeK 10 cTere-
HH, KOTJIa TUaJIi3 MOXKET OBITh OTIIONKEH [18].

[Ipenapars! kinacca MAII® u BPA gelictByror my-
Tem obparumoro uarndupoBanust AII®. 3o Bener k
PaCLIMPEHUIO COCYIOB U YMEHBLICHUIO 3aAEPAKKH CO-
JIed 1 BOZBI 3a CUET CHIKEHHS abJoCcTepoHa. biaro-
Japsi peHONIPOTEKTOPHBIM, IPOTEMHYPHUUECKUM CBOK-
crBaM MAIID gBsuisitoTcst mpenapaTaMy BeIOOpa Mpu
OOCTPYKTHUBHOH ypomatuu, peduiokc-HedhponaTum,
MIPOTEHMHYPUUYECKUX COCTOSTHUSIX, THaOeTHUECKOM He-
(dpomarun, XbII 1-3 cTaamii 1 COMyTCTBYIOIICH 3a-
CTOMHOHN cepaeyHol HenocTtarouHocTd. Kamrompun
1 BHAJANPUI SIBISIOTCA HanboJee n3y4YeHHbIMU Ipe-
raparamMu B NeHaTpUUECKON pakTuke [42].

bnokaropsl peuentopoB anrumorensuHa (bPA),
COTIaCHO WX HA3BaHHWIO, MEIIAIOT CBS3BIBATH aHTHO-
ten3uH Il x ero peuenropy. B pesynbsrare BOZHUKaAET
pacimpenre cocynoB, Kotopoe cHmxkaet AJl. V aToi
TPYIIIBI IPENapaToB €CTh JOMOIHUTEIFHOE IPEUMY-
[IECTBO B TOM, YTO OHU HE BHIpaOaThIBAaIOT CyOCTaH-
nuto P u, cnenoBarenbHO, HE BHI3BIBAIOT HEMPUATHBIN
Kalllesb, HHOT/Ia CBA3aHHbIN ¢ Tepanueit MAIID. Jlo-
3apTaH SABJIAETCS Haubosee U3yueHHbIM CPEJICTBOM Y
nereit [43].

Baokaropbl kajabLHIHEBBIX KAaHAJOB, f-aape-
HEpPruyecKue aHTArOHMCTHI U THYPETUKH

Bbrokarops! kanbuueBsix kananoB (BKK) mpersit-
CTBYIOT MOCTYIUICHUIO KaJbIMs B TVIAJKHAE MBIIIIIBI,
YTO MPUBOAMT K Nepudepruueckoil Ba3oJuIaTalluy 1
CHIDKEHUIO COCYAHUCTOro conpotusieHus. OHu 3¢-
(eKTUBHBI TPH 00BEMHO-PACIINPEHHBIX COCTOSHUIX
C HU3KHUM COJepKaHUeM PEHUHA U BEI3BAHHOW LIUKIIO-
CIIOPUHOM THUIEPTEH3UH, NPU KOTOPOH THUIEpTEeH3Us
omocpenyercsi apdepeHTHBIM CyKEHUEM apTephoI.
OnHako OHU MOIYT YBEIMYMBaTh NPOTEHHYPHIO, a
TaKXe OTEK, [I03TOMY HE IOJKHBI OBITh IIpenapaTaMu
NEPBOI JTMHUM MPH IPOTEUHYPUUECKUX COCTOSIHHSX.
AMIIOTUNNH 1 HU(ETUNUH Hanboiee 4acTo UCTIOJb-
3yIOTCSl B IEAMATPUUYECKON TpakTuke [44].

B-ampeHepruueckue aHTArOHUCTHI  OJOKUPYIOT
CepCUHbIe PELENTOPhl, IPUBOAS K OTPULIATEIbHBIM
XPOHOTPOITHBIM W HMHOTPONHBIM 3ddekram. OHHU
CHIDKAIOT CHUMIIATUYECKUH TOHYC M IOAABISIIOT Ce-
Kpeluio peHuHa. VX ucrnonb30BaHHE OTrpaHUYEHO
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13-3a 3HAYUTEIIBHBIX TTOOOUHBIX 3(PPEKTOB, BKITFOUAs
MTOCTYPAJFHYIO THIIOTEH3HIO, CHIDKEHUE CEpIIeuHOTO
pesepBa, Opanukapauto, yromiasiemocts. [Iponpano-
JIOJI U aTeHOJION SIBISIIOTCS Hambolsiee M3y4EeHHBIMH
are’Hramu y geteit [45].

Hduypetuku cHmxkaoT AJ[ 3a cdyer yBenumueHUs
BBIBE/ICHUSI HATPHUS W BOJBI, CIIEIOBaTeNbHO, OHU
HambOonee >(P(PEeKTUBHBI B Ka4eCTBE JOTIOJTHHUTEIh-
HOH Tepamnuu MpU COCTOSHUSAX OOBEMHBIX TEperpy-
30K [46]. CylecTBYIOT TpU KaTeropuu JNypPETHKOB!
NeTIIeBble, THA3UJIHbIC U KanuihcOeperatomue. [let-
JeBble AuypeTuku (pypocemusa) ONOKHPYIOT KaHAI
Na+; K+; 2Cl- B ToJICTOM BOCXOJILEH BETBU IETIN
['ensne, 4TO MPUBOINT K CHITEHOMY JTNYPE3Y, B CBSI3U C
YeM OHH SIBIISIOTCS TIperapaTaMy IepBOy JIMHUU TIPU
OCTPOM TOCTCTPENTOKOKKOBOM IJIOMEpYJIoHE(pHUTE.
OHHM BBI3BIBAIOT TUIOHATPUEMHUIO, THUIOKAIUEMHIO
U MeTabOIMYECKUH ajKano3 ¢ THUIEPKATbIMYPHEH.
TuazunHeie TUYPETHKN (XJIOPOTHA3H, THIIPOXIIOPO-
THA3WJ, METOJIA30H) MHTHOUPYIOT KO-TPAHCIIOPTEP
XJIOpUJIa HATPUS B IUCTATBHBIX U3BUTHIX KaHAIbIAX.
Onu none3Hbl MpU U30BITKE MUHEPATOKOPTUKOHIOB,
MOHOTE€HHOM apTepUaJIbHOM T'MIIEPTEH3UM, B Kaude-
CTBE JIONOJHEHHUS K Ba30uiaTaropam u i 00phObI
C TUIIOKAJIUEMUEH, CBA3aHHOW C MPUEMOM IETIIEBBIX
TMYpEeTHKOB [47].

OnTumanbHbIil ypoBenb AJl

Tepanust AI' momkHa OBITH HalelieHa Ha JOCTH-
xKeHue onTuMmaibHoro AJl Hike 90-ro mepueHTHIs
win Hiwke 130/80 MM PT. CT. y MOAPOCTKOB 13-j1eT-
HEro BO3pacTa WM CTapIlie B 3aBUCUMOCTH OT TOTO,
KaKoe 3HaueHue Hmke. JKenarenbHo, 4ToObI 3TO ObLIO
Ha ocHoBe Tokazanuii CMA/] BMecTo OOBIYHBIX H3-
Mepenuil B kinHuke. [{nsg mauuentoB ¢ XbII nene-
BBIM ypoBHeM A]Jl momkeH ObITh YPOBEHBb CPETHETrO
AJl amxe 50-ro meprentmis meronom CMAJL [48].
OnHako B HEKOTOPBIX CIIyYasiX MPU PE3UCTEHTHON Al
MepBI 110 U3MEHEHHIO 00pa3a )KU3HH 1 Ha3HAYCHHE He
MEHee TpeX MpenapaToB, BKIOYas TUYPETHK, B aJIeK-
BaTHBIX J03aX He cHkaroT CAJl u JIA /] 1o neneBbIx
ypOBHE. JTO mouTu Beerna ykaseiBaeT Ha BAIL. Ha
9TOM 3Tane cjieayeT pacCMOTPETh BO3MOXKHOCTH J10-
OaBreHMs Ba30IMIIATATOPOB, TAKUX KaK MUHOKCHIFLI.
HenaBawme uccrnenoBanus mokasaim, 9To 100aBIeHAE
CIIMPOHOJIAKTOHA, aHTAarOHHCTa PEIETTOPOB allbJ0-
CTEepOHa, IOMOraeT B 00pb0e ¢ pe3UCTEHTHOM rUIep-
Ten3uen. s OONBHBIX C TSKEIOW ONUTypHEeH WM
aHypuell B TEPMUHAJIbHOW CTaJUM MOYEYHON HENO-
CTaTOYHOCTH W HA IWAJIN3€ JBYCTOPOHHSSA HE(PpIKTO-
MU MOXKET OBITh €IMHCTBEHHBIM BAPHAHTOM KOHTPO-
s AJL [49]. IIpu tsixenoit AT, ocnoKHEHHOU OCTpOi
nucyHKuuei oprana-MHUILIEHH, @ UMEHHO, THIIEPTO-
HUYECKOHN 3HIle(]aonaTueii, 3aCTOMHON cepaeuHON
HEJ0CTaTOYHOCTHIO0, BOSHUKAIOT HEOTJIOXKHBIE COCTO-
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SIHUSA, KOTOPbIE HEOOXOMMO JIEYUTh B YCIOBHAX OT-
JieJIeHU MHTEeHCUBHOM Tepanuu. [lens neueHus — sto
HeMmeieHHOe cHmkenue AJl mis camkenus 11OM,
HO HE CJIMIITKOM OBICTPO, YTOOBI BBI3BaTh TUITOTIEP(Y-
3HI0 )KU3HEHHO BaXKHBIX Opranos [50].

Taxum obpazom, mamepenue AJl y HOBOPOXKICH-
HBIX M JIETe paHHEro Bo3pacTa TpeOyeT HaBBIKOB U
COOTBETCTBYIOIIETO 000pynOBaHHA. Y JIETEW C BBICO-
KUMU TToKa3arensiMu A/l pu anmurensHOM HaOmroze-
HUM MOXeT HaOmonarbess AI' 1 BO B3pOCIIOM mepro-
ne. Oruonorus Al 3aBUCHT OT BO3pacTa, B YaCTHOCTHU
MIaTOJIOT S TAPEHXUMBI TTOUEK SIBIISeTCS Tpeodiaiato-
el npuanHoit AI' B paHHEM JETCTBE, B TO JKE BPEMs
KaK OKHPECHHE SBISICTCS Tpeobianatomeil MpuanHoi
y ZleTeii cTapiiero Bospacrta. TepaneBTuiecKue u3me-
HeHust 00pa3a KU3HU SIBISIOTCS pAHHUM METOJIOM Te-
panuu nipu neuenun Al y nereit. UAII®D, BKK, BPA
Y THA3H/IHbIC TUYPETUKH SBISIOTCS Haubomnee s ex-
THBHBIMU Npenaparamu npu Al y nereit.
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PEDEPAT

BBE/JZIEHUE. TlepBuyHbIn dokKanbHbIi cerMeHTapHbI rnomepynocknepos (PCIC), Hapsay ¢ meMOBpaHO3HOW HedponaTu-
eln (MH), npeactaensioT coboi 3ab6oneBaHNs C NEPBUYHLIM MOBPEXAEHNEM MOAOLMTOB, NPOSIBASIIOWMECS BbICOKON MpPO-
TenHypuen n HedpoTMYECKMM CUHOPOMOM. B TO Bpems kak npu nepsnyHon MH mexaHn3Mbl LOCTATOHHO XOPOLLO N3YYEHbI,
natoreHe3 nepeunyHoro ®CIC g0 HACTOSILLEro BPEMEHN HEM3BECTEH, B CBSA3W C YeM aKTyaslbHOW 3afayeli aBAsSeTcs Nonck
O1OMapKepoB, KOTOPblE MO Obl PACLLUMPUTL HaLW NPEACTaBNEHUS O ero NaTOreHeTUYEeCKNX MexaHmamax. LEJIb: onpe-
[ennTb 0CO6EHHOCTM MPOTEOMHOrO NPOPUIS MOYM MALMEHTOB C NEPBUYHLIMK nNogouuTonatusmMm — @CIrC B cpaBHEHUMN C
MH. MAUUNEHTbBI U METO/bI. B nccnepoBaHune BkoYeHbl 48 naumeHToB ¢ MOPdONorMieckn NoATBEPXXAEHHbIM AMarHO30M
XIH, npoTekatoLwero ¢ HepoTUIECKUM CUHAPOMOM — 32 MY>XUUMHbI 1 16 XeHLWMH. Y 18 naumeHToB HabnoAan0Ch CHUXEHNE
CcKOpOCTU KNybo4koBon punstTpaummn < 60 ma/mun/1,73 M2, Bcem nauumeHTam nposeaeHa b1uoncust novykn n BepudunLmpoBa
Mopdonoruyecknin guarHod: 31 nauneHt — ACIC, B ka4eCcTBE rpynnbl CPaBHEHUS BKOYEHO 17 6onbHbIX ¢ MH. Vccneno-
BaHWe NpoTeomMa Mo4u1 NPOBOAUIOCE METOAOM BblCOKO3(hDDEKTUBHOM XMAKOCTHOM XpomMaTorpadumn/macc-cnekTpoMeTpun.
PE3YJIbTATbI. Y 60nbHbix GCIC no cpaBHeHWto ¢ rpynnoit MH Obl10 OTMEYEHO MOBLILEHHOE COAepXaHue 22 pas-
JINYHBLIX OEeNkoB, Hambosiee 3HAYUMbIMU SBASSIUCE ano-AnnonpoTenH A-l, remMonekcuH, BUTPOHEKTUH, dakTop po-
cTa MUIrMEHTHOrO 3NUTENUsl, KOMMOHEHTbl cuctembl komnnemenTa (C3, C4b, daktopbl B n H), peTuHon- n BUTaMuH
D-cBsasbiBaowme 6enkn, anbda-2-HS-rnvkonpotenH, 6oratbii rTMCTUOMHOM  [IMKOMPOTEWH, MJa3MEeHHbI NpoTeas-
HbI nHrM6mTop C1. Mpu MH OGbina BbiSiB/ieHa MOBbILLIEHHAs 3KCKpeuns ¢ Mo4dor C2 KOMMOHeHTa KOMMiemeHTa, anbda-
uenn $ubpUHOreHa, OCTeonoHTMHa M SH3-cBaA3bIBAOWEro AOMeHa npoTerHa 3, 60ratoro ryTamMUHOBOM KMUCIOTOM.
3AKJIIOYEHUE. MpoTeoMHbIin npodunb moun npn GCIC B otnndmre ot MH oTpaxaeT akTuBaumio 0A4HOBPEMEHHO HECKOJb-
KMX MaTONOrMyeckmx NpoLEeCcCoB — MOBPEXAEHUS NOAOLMTA, BOBNEYEHNE NapUETasNbHbIX SNUTENNANbHbIX KNETOK, TyOyno-
VHTEPCTULMNANBHOIO MOBPEXAEHUS U HAKOMIEHNS SKCTPALLEIIONAPHOrO MaTpmkca. Takke OTMedeHa akTMBauus Kommnne-
MEHTa MO anbTEPHATUBHOMY U KTACCUYECKOMY NYTH.

KnioueBbie cnoBa: XpoHNYECKUI MoMepynoHedpuT, GOKasbHbIN CErMEHTaPHbIV IMOMEPYIOCKIEP03, NPOTEOMMKA MOYU,
Macc-CnekTpoMeTpus
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ABSTRACT

BACKGROUND. Primary focal segmental glomerulosclerosis (FSGS) and membranous nephropathy (MN) are diseases with
primary podocyte damage with high proteinuria and nephrotic syndrome. While the mechanisms in primary MN are well un-
derstood, the pathogenesis of primary FSGS is still unknown, and therefore, the search for biomarkers that could expand our
understanding of its pathogenetic mechanisms.THE AIM: to determine the urine proteomic profile of patients with primary
podocytopathies — FSGS in comparison with MN. PATIENTS AND METHODS. The study included 48 patients with a morpho-
logically confirmed diagnosis of CGN occurring with nephrotic syndrome — 32 men and 16 women. In 18 patients, a decrease
in glomerular filtration rate < 60 ml/min/1.73 m? was observed. The histological diagnosis was confirmed by biopsy: 31 patients
had FSGS, 17 patients with MN were included as a comparison group. The study of the urinary proteome was carried out by
high performance liquid chromatography/mass spectrometry. RESULTS. In patients with FSGS, compared with the MN group,
an increased content of 22 different proteins was noted, the most abundant were apolipoprotein A-l, hemopexin, vitronectin,
pigment epithelial growth factor, components of the complement system (C3, C4b, factors B and H), retinol — and vitamin
D-binding proteins, alpha-2-HS-glycoprotein, histidine-rich glycoprotein, plasma C1 protease inhibitor. In MN, increased uri-
nary excretion of the complement component C2, fibrinogen alpha chain, osteopontin, and the SH3 domain-binding glutamic
acid-rich-like protein 3, was detected. CONCLUSION. The proteomic profile of urine in FSGS, compared to MN, reflects the
activation of variety of pathological processes — podocyte damage, involvement of parietal epithelial cells, tubulo-interstitial

damage, accumulation of extracellular matrix, and complement activation process.
Keywords: chronic glomerulonephritis, focal segmental glomerulosclerosis, urinary proteomics, mass spectrometry

For citation: Vinogradov A.A., Chebotareva N.V., Bugrova A.E., Brzhozovsky A.G., Krasnova T.N., Moiseev S.V., Kononikhin A.S. Urine proteome
profile in primary podocytopathies. Nephrology (Saint-Petersburg) 2023;27(1):41-47 (In Russ.). doi: 10.36485/1561-6274-2023-27-1-41-47

BBEAEHUE

ITepBUdHBIA (HOKATBEHBI CETMEHTAPHBIN TTIOMEPY-
nockiepos (OCI'C), Hapsmy ¢ MeMOpaHO3HOM HEPO-
narueii (MH), npencrasisiror coGoil 3a0oeBaHus ¢
[IEPBUYHBIM TTOBPEXKIICHHEM TOAOIMTOB (IICPBUYHBIC
MOIOLIUTOIIATHH ), IPOSIBISIIOIINECS BBICOKOM MPOTEH-
Hypuel u HedpoTryeckum cunapomom [1, 2]. OCI'C
B OTIMYHE OT MeMOpaHO3HOW HedpOomaTnuh dYacTo
MMeeT PEe3NCTEHTHOE K Teparuy TeYeHue W Hebmaro-
MIPUATHBIN MPOTHO3 C OBICTPBIM MPOTPECCHPOBAHUEM
noueuHoil quchynkimu [2—4]. Ecnu npu nepBUYHOM
MeMOpaHO3HON He(ponaTuu yCTaHOBJICHO 3HAUCHHE
MIPOIYKIMY AHTUTEN K MO0 TAPHBIM aHTUT€HaM, Ha-
puMep, K perienrropy dpocdomnmmaszel A2 (aPLA2R) Ha
ITOBEPXHOCTH TOAOIMTOB, TO TATOT€He3 MEPBUYHOTO
OCI'C no Hacrosilero BpeMeHU Heu3BeCTeH. B cBs3u
C YeM aKTyaJIbHOM 3a/1ayeil sIBJsIeTCsl HOMCK Oromap-
KEpOB, KOTOpbIE MOINIM OBl pacUIMpHUTh HAIIX Mpel-
CTaBJIeHUs 0 maroreHeTndeckux Mexanmzmax OCI'C.

[Tomxomap1, OCHOBaHHBIE HAa MAacC-CIIEKTPOMETPUN
(MC), aBnstorcss Hambosee OOBEKTHBHBIMH U UYB-
CTBUTEILHBIMA WHCTPYMEHTAMH, KOTOPhIE yKe Tpe-
JOCTaBUIIM OOJBIIYIO YacTh U3BECTHOM B HACTOSIEE
BpeMsi HH(QOpMaIuK O coepKaHuM MENTUAO0B 1 Oe-
KOB B MOY€ B pa3iu4yHbIX Hedponarusx [5—7]. B or-
JYre OT OMOTICHH TTOYKH IPOTEOMHBIN aHAIN3 MOYN
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ABJsieTCs1 0€30MacHBIM BAPHAHTOM U MIMEET XOPOILHe
MEPCIEKTUBBI [T pa3padOTKH HEMHBA3UBHBIX METO-
JIOB TMAarHOCTUKH. VccrnemoBanne MOYM UMEeT s
MIPEUMYIIECTB IO CPABHEHHUIO C IIPOTEOMHBIM aHAJIH-
30M KkpoBHu [8]. IIporeoM MouM CONEPKUT B OCHOB-
HOM (110 70 %) OeNKM ¥ TMEeNTUIBI TIOYEIHOTO TTPOHC-
xoxaeHus [9, 10]. B memom, 3TOT moaxof sBISETCS
HarOoJIee TOAXOSIIUM ISl TIOUCKA OTEHIUAIBLHBIX
OmoMapKepoB M MaTOr€HEeTHYECKIX MEXaHU3MOB pa3-
BUTHS M IPOTPECCHPOBAHUS 3a00JIeBaHUIT TTOUEK.
Lenmpro Hamero MccienoBaHus OBUIO OXapaKTepH-
30BaTh W3MEHEHHS [IPOTEOMHOI'O COCTaBa MOYH y O0JIb-
HBIX (OKaJBbHBIM CErMEHTapHBIM IIOMEPYIOCKIIEPO-
30M B CpaBHEHHMH ¢ MEMOPaHO3HOH Hedponarhei aist
OTIpeZIeTICHUs CIIEU(PIYESCKUX MaTOreHETHIECKUX 3Be-
HBEB U MOYEBBIX OMOMapKEPOB ITUX MOMOIMTOIATHHA.

NMAUMEHTbBI U METOAbI

Knunuueckas xapaxmepucmuxa 06ciedosanivix
nayuenmoes

[MatmeHTBl ¢ MOPQOIOTHYECKH TOATBEPIKICH-
HBIM [TMarHO30M XPOHHMYECKOTO INIOMepyloHedpura
(XI'H) (n=48), mpotekaromero ¢ HeOPOTHIECKUM
CHUHIPOMOM, OblTM HaOpaHbl IJI1 MCCICAOBAHUS HA
0aze Knmnuku peBmaronoruu, He(hpoJIOTHH U IPO-
¢naronorun umenn E.M. TapeeBa, 32 MyX4uHBI



Hedponorusa. 2023. Tom 27. Ne1. ISSN 1561-6274 (print)

Nephrology (Saint-Petersburg). 2023. 27(1). ISSN 2541-9439 (online)

u 16 >xeHmuH, B Bo3pacte oT 19 mo 75 ner,
meanana — 48 ner (34,3; 58,3). Kpurepusavu
HCKJIIOYEHUS SIBISUIMCH: AKTHBHAs MOYeBas
nH(peKIrs, caxapHblii auaber, MOpOuHOE
OXKHMpEHHE, TsDKeNas apTepualibHasi THUIep-
TeH3MsI, 3a00NeBaHUS TICUCHH, IOpPAKEHHE
[I0YEK B PaMKax PEBMAaTHYECKHX CHUCTEMHBIX
3a0oneBaHMid, XpOHWYECKass OOJEe3Hb IOYEK
5 craguu. Becem manumentam B mopsiike cTaH-
JapTHOTO 00cienoBaHUsT ObUla BBIIOJIHEHA
Ouorcust mouku: y 31 ManueHToB yCTaHOBJICH
Mopostornyeckuii Bapuant ®CI'C, B kaue-
CTBE TPYIIbl CPABHEHUS B AHAJIU3 BKJIIOUMIN
17 6ompHBIX ¢ MeMOpaHO3HOW HedpomaTHew.
Hapymenune ¢ynkunu nouek (pCKD CKD-
EPI < 60 mn/mMun/1,73 M?) 65110 y 18 manuen-
TOB, coxpanHas (pyHkuus nouek —y 30 (pCKD
CKD-EPI > 60 ma/mun/1,73 m?).

XapakTepucTiuka O0CJIeIOBAHHbIX IalUEH-
TOB TIpeZCTaBjeHa B Ta0. 1.

Xpomamo-macc-cnekmpomempuyeckuii
Mouu

AHanmm3 CMeCH TPUNTHYECKUX TENTHIOB, MOTY-
YEHHOW B pe3yJbrare HECKOIBKHX ATaroB Mpobo-
IIOATOTOBKM MOYH, IPOBOJMIN HAa CHUCTEME BBICOKO-
a¢dexTuBHOM )xuaKOCcTOM Xpomarorpadun (BIXKX)
«Dionex Ultimate 3000» («Thermo Fisher Scientificy,
CIIA), coeaMHEHHOM ¢ Macc-CIIEKTPOMETPOM
«TIMS TOF Pro» («Bruker Daltonicsy, CIIIA), ¢ uc-
MOJIb30BaHUEM MeTojJla cOOpa JaHHBIX C MOMOIIBIO
[apajuyIeIbHOI0 HAaKOIUICHUS M IOCJIEeJOBaTEIbHOM
¢parmenranmu (PASEF), MeTon moHM3auu nenTu-
noB — snekrpocrnpeid (ESI). Ilomyuyennsie naHuble
ObUIM TPOAHAIM3UPOBAHBI C UCIIOIB30BAaHUEM MPO-
rpammuoro obecnieuenust PEAKS Studio 8.5.

a”Hanus

Tabnuua 1/ Table 1
KnuHuyeckas xapaktepucTuka 60J1bHbIX

Clinical characteristics of patients

FS1884|{LUM_HUMAN
-I-E FA9827 [ITIH1_HUMAN
FA2422|LBP_HUKMAN

PucyHok. MprmMep knactepusaumm 06pasLoB MOYM Mo YPOBHIO 6eKOB Npwu
dokanbHOM cermeHTapHoM rmomepynocknepose (PCIrC) n membpaHo3HOM
HedponaTum (MH).

Figure. Example of protein clustering of urine samples in focal segmental
glomerulosclerosis (FSGS) and membranous nephropathy (MN).
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PE3YJIbTATbI

ITo pe3ynbraram IIpOBEAECHHOIO IIPOTEOMHOTO aHa-
7132 MOYH Y OOJIBHBIX ¢ ABYMS )OpMaMu MEePBUYHBIX
nogoruronatuii mpu ®CI'C MOXHO BBIIENUTH TPyTI-
nbl OSNTKOB, OTPaKAIOIIMX PA3IWYHBIC TMATOJIOTHYe-
CKue Iporecchl (Tadi. 2).

Ha pucyHke mpencraBieHbl pa3inyus B SKCKpe-
UK OEJIKOB IPU JIBYX M3YUEHHBIX MOAOLMTONATUAX
(ToMyKOIMUECTBEHHBIN METO) (PHCYHOK).

K GenkaM-kanauaaram, crielii(pUIHbBIM IPEUMYIIIe-
CTBEHHO 151 oBpexienus mogouutos npu @CI'C, ot-
HocsTes ano-numornporenH A-I (Apo-I), remonexkcus,
BUTPOHEKTUH U (DaKTOp POCTa TIMTMEHTHOTO AITUTEITHSI
(Pigment epithelium-derived factor wm PEDF). B moue
y OOITBHBIX ¢ MeMOPaHO3HOM HeporaTel, MPOTeKaro-
el ¢ HePOTUUECKUM CHHIPOMOM, SKCKPELHsl 3THX
OCJIKOB C MOYOHM 3HAYMMO HE HM3MEHS-
7ach. YBEJIMYEHHE B MOUE CBHIBOPOTOY-
HOHM TapaoKcOHa3bl W apidcTepasbl |
SBJIIETCSI CIEACTBUEM ITOTEPH 3THUX (ep-

MokasaTenu ®CIC' (n=31) MH?2 (n=17) MEHTOB 4Y€pe3 MOBPEKIACHHYIO ITIOMEPY-
BospacT, rogl 43 (27,5; 58,5) 51 (47; 57) JsipHyto OazanbHyro MmeMOpany (I'BM).
Mon (Mmyxckoi), n (%) 19 (61,3) 13 (76,5) M1 06Hapy>1<1/mp1 TIOBBIILICHUE DKC-
ApTepuanbHas runepteHsns, n (%) | 23 (74,2) 13 (76,5) Kpenuu ¢ MOYOH KOMIIOHEHTOB KOM-
MpoTenHypus, r/cyT 3,41(2,5;5) 3,57 (2,88; 4,71) miementa C3, C4b, a takxke GakTopoB
AnbOYMUH CbIBOPOTKMN, /N 26,5 (20,5; 33,25) 26,6 (23,3; 30,6) Bu H, YTO OTPAXKAET YIACTUE CUCTEMBI
06wt 6en0oK CbIBOPOTKU, /1 48,8 (40,75; 58,05) 47,6 (45,1; 53,9) KOMIIEMEHTA B TOBPEXK/ICHAN TKAHH
KpeaTnHuH, MKMONb/1 105,03 (78,21; 151,0) | 93,7 (81,37; 116,6) MOYKH y GonbHBIX ¢ DCTC.
PCK®DPCKD-EPIE, mn/MuH/1,73 m? 67,16 (41,6; 97,21) 78,77 (59,93; 89,2)

IlossBnenne B MoOue pPEeTUHOI- "
KonuyecTtBo 60bHbIX ¢ CK®P meHee | 13 (41,9) 5(29,4)
60 Mn/MuH/1,73 M2, n (%) BI/ITaMI/IH-D-CBH3I)IBaIOHlI/IX oe-

' (PokanbHbIV CErMEHTapHbIN FTIOMEepPYockepos; 2 MeMbpaHo3Has HedponaTtus,
3 pacyeTHas ckopoCTb Kiy6o4koBo punsTpaumm no dopmyne CKD-EPI.

B Tabnuue npeacrasneHa meanaHa nokasartenei, B ckookax — 1-1 1 3-i ksapTunu.
' Focal segmental glomerulosclerosis; 2 Membranous nephropathy; ® Estimated

glomerular filtration rate using the CKD-EPI formula.

The table shows the median of indicators, in brackets — the 1st and 3rd quartiles.

KOB SIBJISIETCS CIIEAACTBHEM TyOyIo-
MHTEPCTULMAIBHOTO BOCHAJICHUS U
MOBPEKACHUE TyOYISIPHOTO SIUTEIHS,
KOTOpPOE pa3BUBAETCS BTOPUYHO IO OT-
HOULICHUIO K KiyOoukaMm. Knacrepun —
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Tabnuua 2 / Table 2
Benkn, pudpdepeHunpyowme pokasnbHbINA
cerMeHTapHbI momepynocknepo3 (PCrc),
mMemOpaHo3Hyto HedpponaTuio (MH)

Proteins differentiating focal segmental glomerulo-
sclerosis (FSGS), membranous nephropathy (MN)

Benok Kopn no 6ase ®Crc |MH
Uniprot

Anbda-2HS-rmmKonpoTenH P02765|FETUA |1

AHIVOTEH3VHOrEeH PO1019|ANGT |*

AnonmnonpoTenH A-| P02647|APOAT | 1

AnonunonpoteunH A-lI P02652|APOA2 | *

AnonunonpoTenH A-IV P06727|APOA4 | 1

BeTa-2-mMunkonpoTenH 1 P02749|APOH |1

KnacTtepuH P10909|CLUS |1

KomnoHeHT komnemeHTta C2 P06681|C0O2 1

KomnoHeHT komnnemeHta C3  |P01024|CO3 |1

KomnoHeHT komnnementa C4-B | POCOL5|CO4B | *

KomnoHeHT komnnemenTta C8, | P07357|CO8A |1

anbda-uenb

KomnoHeHT komnnementa C9 | P02748|CO9 | *

®dakTop B crictembl komrniemenTa | P00751|CFAB | 1

daxTop H crictembl komnnemerTa | PO8603|CFAH | 1

DubpuHoreH, anbda-uenbs P02671|FIBA 1

®dunbpuHoreH, 6eta-Lenb P02675|FIBB |1

DrBprHOreH, raMmmMa-uenb P02679|FIBG |1

lemMonekcuH P02790|HEMO |1

MmukonpoTteunH, 6oraTblin ructu- | P04196 |HRG 1

[VIHOM

ManypoHaH-CBA3bLIBAIOLLINIA Q14520|HABP2 | 1

6enok 2

KOHCTaHTHbIV JoMeH Tsxesnoii | P01860|IGHGS | 1

Lienv uMMyHornobynvnHa ramma 3

KOHCTaHTHbIV JoMeH Tsxenoii | P01861|IGHG4 | *

Lenv UMMyHornobynnHa ramma 4

NHrmbutop mHTep-anbda-|P19827|ITIH1 *

TpuUncuHa, Taxenas uens H1

NHrmbutop mHTep-anbda-|P19823|ITIH2 |*

TpuncuHa, Taxenas uenb H2

Jlunononucaxapua- P18428|LBP 1

CBsI3blBaOLLMIA 6enoK

JTioMukaH P51884|LUM | *

OCTEOMnoOHTUH P10451|0STP 1

MencuH A-3 PODJD8|PEPA3 *

dakTop pocTa NUrMeHTHOro P36955|PEDF |1

anuTenus

MnasMeHHbIV NpoTeasHbin uH- | P05155|1C1 T

rméutop C1

Mna3muHoreH PO0747|PLMN |*

MpoTpoMOGUH PO0734|THRB | *

PeTuHon-cessbiBaowmn 6enok 4 | P02753|RET4 | 1

CblBOPOTYHas napaokcoHasa/ | P27169|PON1 |1

apunacrtepasa 1

SH3-cBsizbiBaOLWMIA AOMEH Npo- | Q9H299| SH3L3 1

TevHa 3, 6oraTblii ryTaMUHOBOM

KNCIOTON

TpaHCTUPEeTUH P02766|TTHY |*

ButammH-D-ceasbiaiowmi 6enok | P02774|VTDB | 1

BUTPOHEKTUH P04004|VTNC |1

1 Benkun ¢ NoBbILLEHHBIM YPOBHEM COAEPXaHMS B 00pasLL/ax Moym
O[IHOW 13 rpyrnn cpaBHeHUs1, Hanbonee NoTeHUunanbHbIe MapKepsbl;
* BEPOSATHbIE MapKepbI.

1 proteins with an increased level in urine samples of one of the
comparison groups, the most potential markers; * probable markers.
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3aIUTHBIN OCJIOK, MEHCTBYIOMMNA MOZ00HO Oemkam
TEIJIOBOTO IIOKA M YMEHbBIIAIOLUINM CTENEeHb BOCIA-
JUTENbHON MHQUIBTPALUH KICTKAMH.

OnHOBPEMEHHO € MPOLECCaMU HMHTEPCTULHAIb-
HOTO BOCIAJICHUSI aKTUBUPYIOTCS MEXaHU3MBl HAaKO-
TUICHHSI KOMITOHEHTOB KCTPALICILTIONIS PHOTO MaTPHK-
ca (BLUM) m TyOyIOMHTEPCTHIIMAILHOTO (GUOpO3a.
®dudpunoreH, anbda-2-HS-rmuxonporenH, Gorarsiid
THUCTUIMHOM TJIMKONPOTEHH, IUIa3MEHHBIH HpoTeas-
HbIi HTHrEOUTOP C1 MOYKHO OTHECTH K TPpYyIIIIE OCJIKOB,
OTBEUAIOIIMX 32 aKTUBHBIC TMPOLECCH HAKOIUICHHS
OIIM, sKcmpeccrio perenTopoB Ha KIETKaX, 0OMEH
oenkoB DLM. ['marypoHaH-CBA3BIBAIOMINN OCTIOK 2 1
Tsoxensie e H1 u H2 marnduropa waTEp-anbda-
tpuncuna (Inter-alpha-trypsin inhibitor heavy chain
H1 u H2), no-BuanMoMy, OTpaskatoT aKTUBAIIMIO TIPO-
1IECCOB ITIOMEPYJIOCKIEpO3a.

B moue y 60mpHBIX ¢ MH 1o cpaBHeHuio ¢ 00ib-
HeiME ¢ DCI'C ObuTO OOHApY)eHO ToBBIIIeHHE C2-
KOMITOHEHTa KOMIUIEMeHTa, anbda-menn (huOpruHO-
resa, octreonoHTHa U SH3-cBsi3pIBatONIero aoMeHa
nporeuHa 3, 60raroro nIyTaMUHOBOM KucaoToi (SH3
domain-binding glutamic acid-rich-like protein 3).

OBCYXAEHUE

Ilo pe3ynbraraM IPOBEIEHHOIO HCCIEAOBAHUS
HanOOoJbIlIee KOJMMYECTBO OETKOBBIX MOJEKYN OBLIO
BbIsIBIIEHO Yy O0nbHBIX ¢ @CI'C. ITpu 3TOM MOKHO BBI-
JEIUTh HECKOJIBKO TPy OeNKoB, CBUIETEILCTBYIO-
IMX 00 aKTUBALMHU Pa3IMYHbIX 3BEHHEB IMOBPEKIC-
Hust. IlepBast rpymnma GenkoB OTpa)kaeT MPOIEcC BO-
BJICUCHUS [TOAOLMTOB. B Halem nccienoBaHuy IOBbI-
neHue ypoBHsS ApoA-1, nebonbioro oenka (28 x/la),
KOMITIOHEHTA JIUIONPOTEHIOB BBICOKOH IIIOTHOCTH
(JIITHIT), B moue y 6ompHBIX ¢ PCI'C m03BOIMISET TaK-
JKe TIperoaraTth NOTEHIIMAIBHYIO POJIb 9TOro Oernka
B naroreneze ®CI'C. B uccnenosanuu N. Puig-Gay u
COaBT. MOBBIIICHUE ApoA-1b B Moue oTMedanochr He-
MIOCPECTBEHHO INEpes MOSBICHUEM IIPOTCHMHYPUU Y
oombHbIX ¢ perpmuBoM OCI'C B TpaHCIUTaHTaTe He-
3aBUCHMO OT CpoKa pa3BuTHs 3aboneBanus [11]. Dtot
0EJIOK OTCYTCTBYET B MOYE y 3I0POBBIX JIFOACH U OOJTb-
IIMHCTBA TMAIMCHTOB C KIyOOUYKOBON MPOTEHHYpHUCH
[12, 13]. Ero mambonee MHTECHCHBHAS DKCIPECCHUS Y
6ompHBIX ¢ @CI'C ¢ BO3BpaTOM B TPaHCIDIAHTATE BbI-
SIBJICHA B [IIETOYHON KaeMKe TyOYIISIPHBIX KIIETOK [14].

MBI yCcTaHOBWIIM YBEIWYEHHE KOHLIEHTpAllMU B
Moue EPMEHTOB HAPAOKCOHA3bL U apunscmepasvl 1,
npersrcTByomux okucienuto JIITHII. beuio moka-
3aHO, YTO KOHLIEHTPALMs [1apaOKCOHA3bl CHUXKAETCS B
CBIBOPOTKE KPOBH y JI€TeH U B3pOCibIX ¢ He(poTHye-
CKUM CHHIPOMOM 3a CYET moTepu ¢ mMouou [15, 16].
Opnnaxko ux 3nadenue npu OCI'C tpedyer yTouHEHHS.

Cpenu nporeomubix onomapkepoB @CI'C B Moye
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Mbl YCTAHOBWJIM IOBBIIICHUE YPOBHSI 2eMONeKCuna,
KOTOPBIN MPEACTaBIsIET cOOO0H IMUMKOMPOTEenH, 00ia-
JAIOIHIA caMbIM BBICOKUM CPOZICTBOM K remy [17]. T'e-
MOTIEKCHH B HACTOSIIEE BPEMsI paccMaTpUBAeTCs Kak
OJIMH M3 BO3MOXHBIX LUPKYIUPYIOLUIMX CBIBOPOTOU-
HbIX (hakTopoB uauonarnaeckoro @CI'C. I'emomnexcnn
CBSI3BIBACT CBOOOMHBI METTeMOTIIOONH, Tajiee pacio-
3raetTcst CD91 Ha remartornmrax mimm Makpogarax B ce-
JIe3eHKe, edyeHu U koctHoM Mosre [18]. Ha kynbrype
KJIETOK MOKa3aHo, YTO FEMOIEKCUH MOXKET UHIYLUPO-
BaTh MepepacrpeiesieHne akTHHOBOTO LIUTOCKENEeTa B
MOJIOIUTAX 1 pa3BuTHE TpoTenHypui [17-19].
[ToBBITICHHE AKCKPEITMH C MOYOH y OONBHBIX C
OCI'C sumponekmuna Taxkxe MPeACTABISIET HHTEPEC,
TaK KaK BATPOHEKTHH aKTUBUPYET HHTETPHHBI, IOCPE/I-
CTBOM KOTOPBIX MOAOIHUTHI (pukcupytorcst Ha [BM. B
ciryyasx @CI'C moreps BUTPOHEKTHHA MOXET OTpa-
JKaTh TPOIIECC OTCIoeHuUs momouuToB oT ['bM [20].
@axmop pocma nuemenmrno2o snumeinusi (PEDF)
B 9KCIIEPUMEHTE COCOOCTBYET IepepacpeiesICHIIO
aKTHHA, pa3pylIaeT LUTOCKEJIET U CIOCOOCTBYET
aronTo3y MOAOIMTOB C pa3BUTHEM MPOTEUHYPHUH HE-
3aBHCUMO OT TIPUUMHBI Hedponatuu [21], XOTs ecTh
1 IPOTUBOINOJIOXKHBIE JaHHbIE O TOM, 4TO0 PEDF Mo-
XKET BBINOJHATH 3aLUIUTHYIO0 (DYHKLHIO B MOAOLMTAX
[22]. Ero nosiBneHUe B MOYE TaKKE CBUACTEIbCTBYET
00 aKTMBHOM IIpoLiecce MOJOLUTAPHOTO MOBPEXKIC-
HUSI, HO €ro PoJib KaK MaToreHeTHYecKoro Qakropa
OCI'C tpelyeT naabHEHIIEro yTOUHEHUS.
[Iporeccel akTUBaMM KOMIUIEMEHTA HEJOCTa-
TouHO XOopomo m3ydeHsl pu OCI'C B oTmume oT
npyrux Mopdomorngeckux hopm XI'H, omHako, Mbl
OOHApYXWJIM 3HAYMMOC IIOBBILICHHUE HKCKPEIHU C
MO4Y0M KoMHOHeHTOB KomiuieMeHnta C3, C4b, a Tak-
xe ¢paxmopoe B n H. Hamm naHHBIE COMIACyIOTCS C
pe3ynbraram uccienoBanud J. Huang u coaBrt., KOTO-
pble MOKa3aJii BO3MOXKHOCTb CUCTEMHOI aKTHUBALUU
komIieMeHTa y OonpHBIX ¢ OCI'C ¢ moBbIIeHHEM
ypoBHs C3a, C5a u C5b-9 B mma3Me KpoBU U MOYe
[23]. CormacHO ApYyrUM UCCIEIOBAHUSAM, aKTUBALIUA
ajbTepHaTUBHOTO MyTH KoMmiuieMeHTa npu PCI'C
OBLIa aCCOLMMUPOBAHA C TJIOXUM TPOTHO30M [24-26].
He MeHee BaxHBIM KOMIIOHEHTOM IIPOIpeCcCcUpOBa-
HUsl 3a0071€BaHUSI U OTCYTCTBHS OTBETAa HA TEPAITHIO
SIBJISIIOTCST TYOYJIOMHTEPCTULMATBHOE BOCHAJICHHE U
noBpexaenue TyOymsipHoro snurenust npu OCIC.
MBI rosiaraem, 4To 3TH MPOLECCHI OTPaKat0T MOBBIIIIE-
HUE pemuHon- U sumamut-D-céazviearouyux 6e1kos B
Moue. PETHHOI-CBSI3BIBAIOIIN OETOK CBOOOTHO (hHITH-
Tpyercs uepe3 ' bM u peabcopOupyercs B KaHaIbIIaxX.
Hapsiny ¢ numokanuHoM, acCOLMUPOBAHHBIM C HEH-
TPOQUIBHON >KeIaTHHA30M, MOJIEKYJIOW IMOBpEKIe-
HHs nouek 1, N-anetmin-0era-D-rioko3aMUHKMIa3a0H
PETUHOJ-CBS3BIBAIONINN OCJIOK CBUICTENHCTBYET O

TSDKECTU  TyOyJIOMHTEPCTHULUAIBHOIO IOBPEXKICHUS
npu OCI'C [27]. [lanmeHTsl ¢ O4€Hb BEICOKUM ypPOB-
HEM 3TOro Oejika B MOYE Yallle BCETO Xy>KE OTBEYAIOT
Ha UMMYyHOCYIpeccuBHyto Tepanuto [28]. K moxasa-
TENSIM TyOyTOMHTEPCTHLUAILHOTO BOCHIaNIeHUs U (Pu-
0po3a MO)KHO OTHECTH W BUTAMHH-D-CBSI3BIBAIOITUI
6enok [29-31].

OnHOBPEMEHHO C MpoLeccaMy MHTEPCTULHAIIBHO-
r0 BOCHAJCHHS aKTUBUPYIOTCS MEXaHH3Mbl HaKOILIe-
HUSI KOMITOHEHTOB AKCTPALEIUIIONIIPHOTO MaTpHKca
(BLIM). O6 MHTEHCHBHOCTH 3THX IMPOIIECCOB CBUJIC-
TEJILCTBYET BbIAEIEHHE ¢ MO4OH y 60osbHBIX ¢ PCI'C
¢hubpuHorena, anbda-2-HS-rmukonporenna (perynHa
A), 60raToro TUCTHINHOM TIIHKOIPOTEHHA, TIIa3MEH-
Horo nporeazHoro naruduropa Cl1 [32-38]. C npyroit
CTOPOHBI, TUATYPOHAH-CEA3bI8AIOWUT OeloK 2 U m-
acenvie yenu HI v H2 uneubumopa unmep-anvga-
mMpuUncUHa y4JacTBYIOT B aKTHUBAIlMH MapUeTaJbHbBIX
SMUTEIHATBHBIX KJIECTOK — OCHOBHBIX TPOQHUOPOTeH-
HBIX KJIETOK B KIIyOOYKaX U CIIy’aT MOILIHBIM CTUMY-
JIOM JAJIs1 IPOLIECCOB IIOMepyliockieposa [39—41].

ITpn memOpano3HOM HeponaThy, BEIOPaHHOM B Ka-
YeCTBE IPYIIIbl CPaBHEHUSI, ObLiIa BBISIBICHA TIOBBIIICH-
Hast 9KcKperusi ¢ Mouoil C2-KOMIOHEHTa KOMITJIEMEH-
Ta, anbda-1enu pudbprHOreHa, ocTeononTHHa 1 SH3-
CBSI3BIBAIOLIETO TOMEHA IpoTenHa 3, 6oraroro miyTa-
MHHOBOM KHCIIOTOH. Tak, B psijie ONMyOIMKOBAaHHBIX HC-
ClleJOBaHUH OBLIO MOKa3aHO YBEIMYECHHE KCIIPECCUH
OCTEOINOHTHHA B KJIETKAX KaHAJBIIEBOIO SMUTENHS T10-
YeUHOW TKaHM Y TallMeHTOB ¢ MeMOpaHO3HON Hedpo-
naThel, oTpakast HTHTePCTHIHAIBHOE BOCTIaieHue [42,
43]. B pabote C. Wu 11 coaBT. B MOIIEJT MEMOpPaHO3HOI
Hedpornaruy Ha MbIIaX ObLUIO BBISABICHO MOBBILICHUE
skcnpeccud 149 reHOB B TKaHU MOYKH, CPEAN HUX OBLT
reH SH3-cBsi3pIBatoOIIEro JoMeHa NpoTerHa 3, 6oraroro
DIyTaMHHOBOW kucioTo [44]. Pormb octanbHBIX Gen-
KOB, BBISIBIIEHHBIX Hamu 11pu MH, TpeOyet nanbHeiiiie-
TO MCCIICIOBAHMS Ha OOJBIIICH BEIOOPKE.

SAKJIKOYEHUE

Takum 00pa3oM, MPOTEOMHBIA MPOQPHIHL MOYU Y
6ompHbIX ¢ OCI'C oTpaxaeT aKkTHUBAIMIO OIHOBpE-
MEHHO HECKOJIBKHX TaTOJIOTMUYECKUX MPOIIECCOB — MO~
BPEXKICHUS TIONONMTA, AKTUBALMIO MApUETaIbHBIX
STUTENUAFHBIX KIIETOK, 3aITyCKAIONIAX TIIOMEPYIIO-
CKJIEPO3, aKTHBHOTO UHTEPCTHIIMAILHOTO BOCIIAJICHHS,
TYOYJISIPHOTO TIOBPEXK/ICHHSI U HAKOIUICHHE SKCTparie-
JEOJISIpHOTO Marpukca. CornacHo MpoQuITio 3KCKpeTH-
PYEMbBIX 6eJ'IKOB, IIpy MOAOILUTONATUAX HE MEHEC BaXK-
HYIO pOJIb UTPAET aKTHBAIMA KOMIUIEMEHTA I10 aJIbTep-
HaTUBHOMY W KJIacCHYECKOMy TyTH. YacTh OEIKOBOTO
CIEKTpa MOXKHO OTHECTH K 3alllUTHBIM MEXaHU3MaM,
HAIPABJICHHBIM Ha YMCHBIIICHUEC WH(UIBTPAIMA WH-
TEPCTHIINS U TIOBPEKICHHS KIIETOK KITyOOUKa.
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PEDEPAT

BBEJIEHUE. Tunepdocdatemnsa npu XBI lwWnpoko pacnpocTpaHeHa, SBASeTCa He3aBUCUMbIM (GakTOPOM CMEPTHOCTU Ha
Bcex ctaamax XbBI1, nocne TpaHcnnaHTauuu, CHUXaeT apdeKTUBHOCTb HEPPOMPOTEKLMN, BEOET K COCYANCTON KanbUndu-
Kaumun, ctTuMmynupyeT runepnapatnpeos. JoctmxeHne ueneson ¢ocdatemuun — TpyaHasa 3agada m CTPOUTCHA Ha CoO4ETaHUN
runodocodartHon aneTsl, 9GDEKTUBHOro anannia, 6opbObl C rMnepnapaTMpeo3omM U HasHadyeHus GocdaT-CBA3bIBAIOLLUX
npenapatos (PCIM). LUEJIb UCCJIELOBAHNVIS. Lienbto aBnseTcsa oueHka adpdEKTUBHOCTN Tepanuu ceBeslamepoM B peasib-
HOW KNIMHWYECKOM NnpakTuke B cocTaBe rmnodochareMmnyeckon cTtpaternm ¢ yToYHEHMEM YyCNoBUIA U Mep, Npu KOTOPbIX OHA
MakcumaneHa. NMALUWEHTBI U METO/Zbl. B BOCbMUMECSIHHOE MCCe0BaHNe B PErMoHe, IAe OTCYTCTBYIOT OrpaHuUYyeHuns no
poctyny K 6eckansumeBbiM PCI1, nocne nepnoaa «0TMbIBKM» BKIOYEHbI 127 NMauneHToB: TUTPYETCS [o3a ceBenamMepa oo
noctmxeHus pochatemmm Huxe 1,58 Mmonb/n napannenbHo ¢ MHAMBUAYANbHBIMU MEPOMNPUATUSMN B paMKax YeTblpex-
KOMMOHEHTHOW rmnodocdaremmnyeckoit ctparternn. PE3YJIbTAThI. OT ctapToBoli fo3bl B 3—6 TabneTok/cyT y 38 naumeHToB
npou3oLwwsio eé nosbiweHne (+1016x760 mr), y 28 nauneHToB — cHueHne (—1427+1059 wmr). K TpeTbemy Mecsauy Tepanum
nons nauneHToB ¢ pochartemmen <1,58 mmonb/n gocturna 70 %, <1,78 mmonb/n — 90 %. BennymHa CHUXeHNs 3aBucena
oT ncxogHown ¢pocdatemumn, yposHs MTI (makcumanbHa B ananasoHe 150-600 nr/mn), MeaneHHee NpoCXOAUT Y MY>XKUUH.
B xone Tepanun NnpousoLLo CHUXEHME NoTPebHOCTY B aHTUrMnepnapaTupeouaHon Tepanum npyu oTCyTCTBUM AUHAMUKA B
YPOBHE napaTropMoHa. B mogensax MHOXeCTBEHHOIrO PErpPeCCUOHHOI0 aHann3a He3aBnCcHMMbIMU dakTopamm, CBA3aHHLIMU C
docdaremmeii Ha GoHe neyeHus, Obln [03a ceBenamepa, 403a Anannsa, UCXOL4HbIV ypoBeHb GochaToB U NapaTropMoHa;
BENNYMHA CHWXeHns pocdaTemunmn He3aBnucrMmo Bblna cBa3aHa ¢ 4030M ceBenamepa, 40301 Anannia, ICXOAHbIM YPOBHEM
napaTropMoHa, OLEHKON nogatnmeocTu nevenuto. SAKJ/TIOYEHUE. CeBenamep B YMEPEHHOM XOPOLLO NEPEHOCUMON 03€ B
COCTaBe VHAMBUAYaNM3MPOBAHHON CTpaTerum koppekumm runepdocdatemmm cnocobeH o6ecneymTb JOCTMXEHNE LEeeBO
dochatemun (<1,58 mmonb/n) B 70 % cnyyaes, OTHOCUTENLHO 6e3onacHoro yposHs (<1,78 mmonb/n) — B 90 %.

Kniouesble cnoBa: docdar-cBa3biBaloLLMe Npenaparsbl, cesenamep, runepdocdaremus, runepnapatmpeos

Jast uutupoBanus: Srynosa T.A., Kypoukuna O.H., MunuenkoBa O.A., CeBanbuena F0.U., Byononsa I1.A., Cokonos A.B., Bumnesckuii K.A.
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ABSTRACT

BACKGROUND. Hyperphosphatemiain CKD is spread widely, represents as independent factor of mortality at all stages of CKD, af-
ter transplantation, reduces the effectiveness of nephroprotection, leads to vascular calcification, stimulates hyperparathyroidism.
Achieving the phosphatemia target is a difficult task and is based on a combination of a hypophosphate diet, effective dialysis, the
antihyperparathyroidic measures and the phosphate-binders (PBs). THE AIM. The aim is to evaluate the effectiveness of sevelamer
therapy in real clinical practice as part of a hypophosphatemic strategy with clarification of the conditions and measures under
which it is optimal. PATIENTS AND METHODS. In an eight-month study in a region where there are no restrictions on access to
calcium-free PBs, 127 patients were included in the study after the "washing period ": the of sevelamer doses were titrated until
phosphatemia reaches below 1.58 mmol/I in parallel with individual measures of four-component hypophosphatemic strategy. RE-
SULTS. From the starting dose of 3-6 tablets/day, 38 patients experienced either dose increase (+1016 = 760 mg) or in 28 patients
— decrease (-1427 = 1059 mg). By the third month of therapy, the proportion of patients with phosphatemia <1.58 mmol/I reached
70%, <1.78 mmol/l - 90 %. The decrease magnitude depended on the initial phosphatemia, the level of PTH (maximum in the range
of 150-600 pg/ml), occurs more slowly in men. During therapy, there was a decrease in the need for antihyperparathyroid therapy in
the absence of dynamics in the parathyroid hormone level. In multiple regression analysis models, the independent factors associ-
ated with phosphatemia during treatment were sevelamer dose, dialysis dose, baseline phosphate and parathyroid hormone levels;
the magnitude of phosphatemia reduction was independently associated with sevelamer dose, dialysis dose, baseline parathyroid
hormone level, and assessment of treatment compliance. CONCLUSION. Sevelamer in a moderate well-tolerated doses as part of
an individualized hyperphosphatemia correction strategy is able to achieve target phosphatemia (<1.58 mmol/L) in 70 % of cases,
and relatively safe level (<1.78 mmol/L) — in 90 %.

Keywords: phosphate-binders, sevelamer, hyperphosphatemia, hyperparathyroidism

For citation: Yagupova T.A., Kurochkina O.N., Minchenkova O.A., Sevalneva Yu.l., Bubnova P.A., Sokolov A.V., Vishnevsky K.A.
Selamerex: practice of application in the region and prospects for optimizing therapy. Nephrology (Saint-Petersburg) 2023;27(1):48-60 (In
Russ.).doi: 10.36485/1561-6274-2023-27-1-48-60

T'unepdocdaremust, NOSBISSACH y psija NAIUEHTOB
yxe ¢ pagaux craguit XbII [1], nocturaet pacmpo-
ctpaneHHocTH B 20 % K ueTBeproi [2] u 50-75% — k
nsaToid craguu Oonesnu'. OHa sBISETCS HE3aBUCH-
MbIM (haKTOPOM TOBBIIICHHUS OOINEH U CepledHO-
COCYMCTON cMepTHOCTH Ha Bcex cranusx XbII u B
MOCTTpaHCIUIaHTalIMOHHOM Tiepuoe [3,4]. [loBwime-
HHEe ypoBHS pocdopa cHIKaeT HePpOmPOTEKTUBHBIH
a¢ ekt Omokaner PAAC y manmueHToB co BTOPOW —
yetBepTol craausamu XbBII. Paznuuus B Temmax mpo-
rpeccupoBanus XbBIl mexay rpynmnamu sedeOHOM
U 11anebo CTaHOBWINCH HE3HAYUMBIMHU YyXKE TIPH
(docdaremun Boie 1,3 MMOJIB/II — BEJIMYUHBI, HE
BBIXOMAINEH 3a MHAara3oH, MPUHATHIA 3a HOpMY [5].
®ocdaremus Boime 1,8 MMONB/TT TOBBIMIAET PUCK
TSDKEJIOTO aTepoCKiepo3a nepudepuueckux apTepuii
(TpeOytomiero oneparuBHoro Jieuenus) Ha 81 % [6] u
pHUCK OBICTpOH yTpaThl (pyHKIHU apTEepHOBEHO3HOM

' DOPPS practice monitor-hemodialysis. https://dopps.org/DPM-
HD/ noctym 19.07.2022

¢ucrynet [7]. Beicokuit ypoBeHb GochaToB BeaeT K
KanbLU(UKALUU U BO3PACTAHUIO JKECTKOCTU COCY-
JUCTON CTEHKW [8] W KambIUpUKAINKA KIIallaHOB Ha
nopnanm3sblx craausax XbBII [9]. T'mmepdocdare-
MU OKa3bIBaeT MPSIMOE, HE3aBUCHUMOE OT KallbLHs
u kanpuutpuona nercreue Ha IIHIK, yBemmumBas
cekpenuto maparupeounnoro ropmona (IITI) [10].
Hecmotpss Ha TO 00CTOSTENBCTBO, YTO HCCIIENOBA-
HUM, HaOpsMyIO0 TOKa3blBAIOMINX 3PPEKT crudice-
Hus QocdareMun Ha ViyuuieHue TBEPIBIX HUCXOIOB,
HE TIPOBEACHO, MBI BIIOJIHE MOXKEM PACCUUTHIBATH Ha
yAy4IIeHNEe KIMHUYECKUX UCXOMIOB MPH CHIDKEHUHU H
0COOCHHO HOpMaU3aIy YpoBHs (ocdaroB B KpOBH
[11].

K coxxanenuro, 1ocTUX)EHUE 3TOM LEIH MPEICTaB-
nsieT co0oii TpyaHyto 3a1a4y. TepaneBruueckas cTpa-
Terusi, HarpasJieHHas Ha 60prOy ¢ runepdocdaremu-
eil, mpezcTaBisieT coboli coueTanue runodochaTHoit
JIIETHI C UCKITIOYCHUEM HeopraHnuecKuXx GocdarHbix
MUATIEBBIX J00aBOK, 3(P(EKTUBHOTO B OTHOIICHUH
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JIOCTaTOYHO BBICOKOMOJIEKYJISIPHBIX BEIIECTB Ha-
7132, TPOBOAMMOTO JIOCTaTOYHOE KOIUYECTBO Bpe-
MEHHU ISl MEKCEKTOPaIbHOTO TepeMenieHus ¢oc-
(aroB, GOpLOBI ¢ TUIIEPIIAPATHPEO30M U HA3HAUCHHS
¢docdar-cBszpiBatomux mnpenaparos (OCIT). B mo-
cinennue roapl K @CIT qobaBieHbl U penaparhbl — HH-
THOUTOPHI BcackiBaHus pocdaroB B kummedHuke [12].

[IpuBbryHas TSI HAC AWETa TMPUBOTUT K IOCTY-
wieHno B KpoBb mpumepHo 1000 mMr ¢ocdara B
cyTku [13], ¥ y’Ke 3TO IPEeBBIIIAET PEKOMEHTYEMYIO
notTpebHOCTHh Jyist B3pociioro B 700 mr/cyt. Conepxa-
Hue QochaToB pe3Ko YBEIUYMBACTCS MPU HCIIOJNb-
30BaHUM B TPEANPOAAKHON MOATOTOBKE MPOIYKTOB
nuTaHus Gocdar-cofepKamux MAMEBHIX J00aBOK —
mo 1500-2200 wmr/cyt [14]. Ilpu 3ToM BBIBEICHHE
¢docdaroB 3a cTaHIAPTHBIA YETHIPEXUACOBOH ceaHc
remonuanusa He npesbimaioT 600-1200 Mr usz-3a
MPEUMYIIECTBEHHO BHYTPUKIIETOYHOTO COJCPIKaHMSI
(hocharoB 1 MEmIEHHOTO MEKCEKTOPAIBHOTO IIepe-
Hoca [15, 16]. HeoOxomumbIMu cTaHOBSTCS TIperapa-
ThI U1 yrepxanust pocdaros B kuteunnke — OCII
W/ MHTHOUTOPHI TpaHcnopTa GocdaToB, HO U UX
a¢dexr He mpeBbimiaer 250-350 Mr/cyT AOMOIHU-
TEJILHOTO YIaJICHHUSI.

MHuorooOpa3zue (hakTOpoB, ONPEACITAIOMUX YPO-
BeHb (ocdaroB B KPOBH IHAIN3HBIX TAIMEHTOB,
3aTpyaHSIET YOCIUTEIbHYI0 JeMOHCTpannuio dddek-
tuBHOCTH PCII B TOCTHKEHUH YITyUIIEHUS] TBEPIBIX
ncxonoB. Cepust paHee OnmyOJIUKOBAHHBIX CUCTEMATH-
YEeCKHX 0030pOB PaHJOMU3MPOBAHHBIX KIIMHUYECKUX
WCCIIEZIOBAaHUH C METa-aHAIM30M, B TOM YHCIE, U Ce-
TEBbIM METa-aHaJN30M, He IOATBEPAUBIIUX TIPEUMY-
IIECTB B BEDKMBAEMOCTH ITAIIMEHTOB Yy KaKOTO-JIM0O
OCII mpoTuB manedo, HEM3MEHHO yKa3bIBasia TOJb-
KO Ha MPEHMYIIECTBO ceBellaMepa MPOTUB KaJlbIIUi-
conepxkamux OCII (Ca-OCII) [17-19].

Bermemmmii B 2021 rogy mera-ananus J. Phannayjit
et al. [20] BHemIHEe TpUBIIEKATENIEH TEM, YTO B BBIBO-
JlaX COMIEPIKUT 3aKIFOUEHHUE O IIPEHMYIIEeCTBaX B BhI-
KMBAEMOCTH TallMEHTOB HA TEpalud CeBeIaMepoM
(camxenue pucka Ha 39 %) u nantanom (Ha 53 %). K
COXKaJICHUIO, 32 OOLIMM BBIBOZIOM CKPBIBAIOTCS ITPEXK-
HUE 3aKIIIOUEHUS: CeBellaMep NMEEeT MPEUMYIIECTBO
niepen Ca-OCII (OP 0,59; 0,36+0,97; p=0,04), Ho He
niepen HekanbimeBbiMu OCIT (OP 0,61; 0,28+1,32;
p=0,21) wim nmnanedo. CrpaBeAaTMBOCTH pagu Ciie-
IyeT OTMETHTh, YTO YHCIIO MCCICAOBAHMHN (MalreH-
TOB) Tipu cpaBHeHHH ceenamepa ¢ Ca-DCII moutn
BTpoe Oompie, yeM npu cpaBHeHnu ¢ He-Ca-DCII:
11(3785) vs. 4(1557), 9T0 MOXET UMETH 3HAUCHHE
JUIST CTaTUCTHYECKOW TOCTOBEPHOCTH PE3yJbTaTOB.
VYKka3zaHHOE COOTHOILEHHE OMNpenensieT u oliiee
MIPEUMYLIECTBO ceBeslaMepa MPOTHB OOMIeH TPYIIIbI
(nmmane6o + He-Ca-®CII). B Takom obiiem aHammze
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CAeNaH U emé ONWH JTOTIOHNUTEIbHBI YaCTHBINA BBI-
BOJI: TIPY MCXOIHOM ypoBHe (pochaToB KpoBH BEIIIIE
1,6 MMOJIB/TT prCK cMepTH cHIXKaeTcst Ha 60 %, a pu
UCXOJHOM YpPOBHE HUxke 1,6 MMOIb/1 — HeT. AHa-
JIOTHYHBIE BBIBOJBI C/ACIAaHbI B OTHOIICHHH JIaHTa-
Ha. BaXXHBIM JIOMOJHUTENBHBIM YCIIOBHEM 3(deKTa
JmaHTaHa KapOoHaTa Ha BBDKHBAEMOCTH SIBUJIACH TIPO-
JIOJDKATENBHOCTh HMCCieoBanus Oonee 1 roma, ams
ceBeaMepa Takoe pasjfune He JIOCTHUIIO CTaTUCTH-
YEeCKOW 3HAYMMOCTH. 3aKIIOUEHHUS] CTPOTHX DPaHIO0-
MU3UPOBAHHBIX HCCIEOBAHMH YacTO OTHOCSTCA K
BEChMa HETHITMYHBIM JIJIsl PEeabHOM MPAKTUKHU YCIIO-
BUSIM (TIOPSIOK HaOopa IMAaIMeHTOB B UCCIICIOBAHUE,
CTaH/IapThl HAONIONEHUS W KOHTPOJS, OTCYTCTBHE
ydeTa KOHKYPEHTHBIX PUCKOB H T.11.). Pa3HO0Opa3HbIe
YCIIOBHSL MIPOBEICHHS OTICIBHBIX KIMHUYECKUX HC-
CJIEJIOBaHUI C Pa3HOPOJHBIMHU pe3yJbTaTaMu (B TOM
YHciIe, W Pa3IMiHO TIPEJCTABICHHBIMU MO (QopMme)
MIPUBOMAT WHOTJA METa-aHAJIN3 K MapaoKCaIbHOMY
3aKJTIOYEHHI0, HAIPUMEP, K TOMY, YTO TMPUMEHEHHE
ceBenaMepa He MPUBOANIIO K JIOCTOBEPHOMY CHHUKE-
HUIO QochareMun B CpaBHEHHH C KOHTpOJIEeM (Ipy-
TUM TpenapaToM Wi ianedo), cTaHjapTU30BaHHAs
CpeHsIsl pa3HOCTh YPOBHS GochaToB MEXIY rpyria-
MU K KOHITy MCCIIEIOBaHHS HE OTIMYAlach OT HyJS
[20]. Bripouem, a¢dekTsl ceBemamMepa He OTpaHUIH-
BaloTCs Pocdar-CHIKAIONINM: B MeTa-aHAIH3e ObLIO
MOKa3aHO CHM)KEHHE YPOBHH JIUTIONPOTEHI0B HU3KOH
TUIOTHOCTH, OOLIEro XOJlecTepuHa, TPUIIMLEPUIOB,
FGF-23 u C-peaxtuBHoro 6enxka [20].

[Tosromy, Hapany ¢ PKU, BHuMaHue npuBieka-
10T ¥ HaOIlIOIaTeNIbHBIE WCCIE0BAaHUS, B KOTOPBIX,
XOTSI U HE WCKIIOYEHO BIMSHUE COIYTCTBYIOIINX
(axTOpoB M MHOTIA HEYOeAUTEIbHA HATPABICHHOCTh
NPUYUHHO-CIIEICTBEHHONW CBSI3M BBISBICHHBIX 3(-
(heKTOoB, pe3yNbTaThl pacpoCTPaHUMBI Ha OOIIYTO ITO-
MYJSIIAIO B PEATbHON MPAKTHUKE JICYCHUS MallieHTOB.
Hampumep, B uccnenoBannun COSMOS (6797 naru-
€HTOB M3 227 nuanu3HbIX HEeHTPoOB 20 eBpomeicKkux
CTpaH) NPOJACMOHCTpPUPOBaHa Ooliee HU3Kas 0OIast
CMEpPTHOCTb Ha 29 % U cepaeuHO-COCYUCTast CMepT-
HOcTh Ha 22% mpu npueme ¢ocdar-OnHIEpOB B
CpaBHEHUH TarMeHTamMu, He mpuHIMaBIME DCIT
[21]. B 2021 rogy mpencTaBieH nepBblii aHAIN3 B OT-
HOIIIEHUH TBEPJBIX MCXOJOB B POCCHICKOM IOMYIIS-
uuu [22].

Kpynusle HaOmonarenbHble MPOEKTHI, TOCTPOCH-
HBIC TI0 aJJMHHUCTPATUBHBIM 0a3aM JaHHBIX, MOTYT
HE OTpa)kaTh 0COOCHHOCTEW KIIMHUYECKOH MPaKTHKN
MIPUMEHEHUS TIPeTaparoB, a TaKkKe CIEUpUIeCKIX
OCOOCHHOCTEH OTHENBHBIX TMOMYISIUH B TEX WIN
MHBIX PEaJbHBIX YCIOBHSX.

B npencrasisieMoM HaOIIOAATEILHOM PErHOHAIb-
HOM HCCJICZIOBAaHUN TPOJAEMOHCTPUPOBAHBI PaCIIPO-
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cTpaHeHHOCTh rumnepdocharemun u dPPeKT cere-
JaMepa B HEOTOOPAHHOW OTHOCHTENBHO OTHOPOII-
HOW MOMYJISIUU B OJHM3KUX YCIOBUSAX MPOBEICHHUS
JMaJIN3a, a TAaKKe MPEIIIPUHSATA TIOMBITKA BbIICIHTh
HEKOTOpbIE (PAKTOPHI, CIIOCOOCTBYIOIIUE UITH MPETIST-
cTByOIIHE 3P HEKTUBHOCTD TEPAITUH.

NAUUEHTbBI U METOAbI

B uccnenoBanue BKIIOUAIHCH TAIMEHTH MY>KCKO-
IO U >KEHCKOro mojia B Bo3pacte ot 18 go 75 ner Ha
MOMEHT mnoanucanus Dopmbl UHPOPMHUPOBAHHOTO
coryiacHsi, HaxosIIecs: Ha TeMOUAIN3E 110 MTOBOAY
XBII5 na nporsxkenun 6onee 3 Mec U MPUHUMAIO-
X ¢Gocdar-CBA3BIBAIONINE TPENapaTbl B TCUCHUE
Kak MUHIMYM | Mec Ha (poHe coOmoneHne cTabniIb-
HOH muerhl. [lalmeHTHl BBIpa)kajdl TOTOBHOCThH HE
NpUHUMATh (Pochar-CBA3bIBAINME MIpernaparbl Ha
MpOTSHKEHUU 4 Hepl (TTepHOJl «OTMBIBKIY). YCIOBHEM
BKJIFOUCHUS SIBJISUIACH KOHIIEHTpalus (hochaToB Kpo-
Bu >1,0 < 2,3 MMOJIB/T HA CKPUHUHTOBOM BH3UTE
u > 1,6 MMOJIB/1T ocie 4 Hell «OTMBIBKHY, a TaKKe
ullTT" < 99 nmosnb/n Ha ckpuHUHTOBOM BH3uTeE. [la-
LUEHTHl COIVIAIAINCh HA WCIOJIb30BaHUE HAJICK-
HBIX METOJIOB KOHTPALCHIIUN HA MPOTSHKEHUN BCETO
WCCIIEZIOBaHUS U B TeUEHHE 3 HEJ TOCIe ero OKOH-
yaHus. B WcciaenoBaHWM MOTYT MPHHATH ydacTuhe:
JKSHIIUHBI, NMEIOINEe OTPHIIATeNIbHBIA TECT Ha Oe-
PEMEHHOCTH M UCTIONB3YIOIIHE CIEAYIONINE CPECTBA
KOHTpaIleNuu: 0apbepHbIi MeTo/I (TIpe3epBaTUB WIIN
OKKJTFO3MOHHBIN KOJIIAuoK, auadparmMa Wid IEpBU-
KaJIbHBINA/CBOYATHINA KOJIMAYOK) WM JKCHIUHBI, HE-
CroCOOHBIE K NETOPOKICHUIO (B aHAMHE3e: THUCTE-
pPOKTOMUS, TIEpeBs3Ka MAaTOYHBIX TPyO, Oecruriomue,
MeHoray3a 6onee 1 rona), 1 My>XYWHBI C COXpaHHON
PENpPONYKTHBHON (YHKIMEH, HCHOIb3yromue Oa-
PBEPHBIE CPEJICTBA KOHTPAIICTIIIUY, & TAKIKE MYKUH-
HBI ¢ OCCIUIONNEM WM MEePEHECEHHON Ba3dKTOMUCH
B aHamHe3e. [lanmeHTsl coramanich U IMENH BO3-
MOXKHOCTh TMPHHHAMATh MOCTOSHHYIO 103y BUTaMHU-
Ha D (Wim ero aHamoroB) W IHWHAKaIbIeTa (ITEI-
KaJIbIICTH/IA) B TEUCHUE TICpUOJIa JICUCHHUS, SCITH OHU
ObUIH paHee Ha3HaueHbl. KpUTEPUSIMU HUCKITIOUYCHUS
OBLTN: TUTICPUYBCTBUTEIBHOCTh K CEBEIAMEPY HWIIH
T000My KOMIIOHEHTY Tperapara; KUIIeYHas Hempo-
XOIIMMOCTB; 3a00JIeBaHus, TPEOYIOIIHE TTOCTOSHHOTO
préMa TOPMOHAIIBHBIX TIPENapaToB; OepeMeHHOCTh
Y JIAKTaIs; MapaTUPEOUIIKTOMUS B TEYCHUE IIIe-
CTH MECSICB JI0 CKPUHUHIA; aKTUBHOE CHUMIITOMA-
TUYECKOE JKETYIOYHO-KUIIICUHOE KPOBOTECUCHHUE WU
BOCMAINTENBHOE 3a00JIeBaHNE KUIIICYHNKA; HCTOPHUS
3II0KaYeCTBEHHBIX HOBOOOpA30BaHMUU 3a IMOCIIEAHHE
5 JIeT; MCUXUYECKOe PacCcTPONCTBO, KOTOPOE Melia-
€T TMAaIlUeHTy COOJIOIATh MPOTOKON HCCIICHOBAHUS;
HECIIOCOOHOCTh TMEPEHOCUTh TMEePOPAIBHBIA TpUEM

JIEKapCTB; 3alUIAHWPOBAaHHAS OIEpanus WIA TOCIH-
TaJau3aIys BO BpeMs HCIBITaHUS (pa3periayiach 3a-
TUTAHWPOBaHHAs OMEpalus MO COCYIUCTOMY JOCTY-
my); Jro0oe npyroe 3abojeBaHHE, KOTOPOE JeiiacT
MalKeHTa HEeCIOCOOHBIM 3aBEPIIUTh MCCIEeIOBaHUE
WM KOTOPOE MOYKET IMOMEMIaTh ONTUMAaIbHOMY yua-
CTHIO B WCCIIEJIOBAaHWH, WM CO3/1aTh 3HAYUTEIHHBIN
PUCK JUTsI TIAI[MeHTa; HECTIOCOOHOCTh COTPYIHUYATE C
TIEPCOHAIIOM WJIM UCTOPHSI HECOONFOCHUS PEKOMEH-
JIAIM, a TAK)KE YYaCTHE B IPYTHX KIMHHUYECKHUX UC-
CJIETOBAHUSX.

HccnenoBanue MOITIO MpeKpamiarscsi AOCPOUHO
M0 PENICHUIO JIeYallero Bpada O TOM, YTO 3TO HaW-
Jy4YIIAM 00pa3oM COOTBETCTBYET MHTEpecam MaIfu-
€HTAa: MPH TOSIBICHUH B XOJI€ MCCIIEOBAHUS JTFOOBIX
3a00JIeBaHUI WJIM COCTOSIHUH, KOTOPBIC YXY/IIAIOT
MIPOrHO3 MAIMeHTa, a TAKKe AEIal0T HEBO3MOKHBIM
JanbHeIIee yqacTue MaieHTa B UCCIeI0BaHuH, a
TaKXe B CIIydasix 0epeMEHHOCTH MAIlMEHTKH, OT3bIBA
MH(GOPMHUPOBAHHOTO COTIACHS U CYIIECTBEHHOTO HE-
coOIFOIeHrE TIPOIIETYP HCCIIeIOBAHMUS.

[lepBruHOI KOHEYHOW TOYKOH B HCCIEIOBaHUU
onpeseneHa [Jo0js TMaldeHTOB, JOCTUIIIUX Leje-
BOTO YpPOBHsI CBhIBOpOTOUHOTrO (ocdopa He BbIlIe
1,58 MMomb/mT U coxpaHeHue ero a0 24 Hen jede-
HUs. Beicokas 2h(peKTUBHOCTE ompenencHa mpHu JIo-
crmoxernuu nonu B 50 %, nocratounas —y 31-49 %,
Hu3Kas —y 15-30%; orcyrctBue 3 (HeKTUBHOCTH —
JIOCTIDKEHHE 11eieBoi ocdaremun y <15 % narueH-
TOB. BTOpUYHBIMU KOHEUHBIMU TOUYKAMU OTIPEICICHA
IuHaMUKa  (POoChHOPHO-KATBIIUEBOTO TPOU3BEICHUS
(CaxPO,), ypoBHe# 00LIETO XOIECTEPUHA, TPUTIULIE-
pumos, JIITHIIL, JIIBII; ypoBust OukapOoHara ruias-
MbI KpoBH. Kpurepusmu 6€30macHOCTH yCTaHOBIIC-
HBl o0lIee KOJMYECTBO HEKENaTeIbHbIX SBJICHUH,
CTPaTU(PUIIMPOBAHHBIX MO TSKECTH U 4YacCTOTE; 00-
I1ast 9aCTOTa HEXKEIATeNbHBIX PEaKINN, CBSI3aHHBIX C
MIPUMEHEHHUEM Iperapara; 4acToTa Cephe3HBIX HexkKe-
narenbHbIX sBieHnit (CHS), cBsA3aHHBIX ¢ pUMeHe-
HUEM Tperapara; J0Js MalUeHTOB, IPEePBABIINX Jie-
YEeHUE M3-32 BOSHUKHOBEHUS HEXKENATeIbHBIX SIBIIC-
HUIA; JIOJIS TAI[MEHTOB, Y KOTOPBIX 3apETUCTPUPOBAHO
xoTs Ob1 onHO HS; a Taxoke KIIMHUYECKH 3HAUYMMBIE
HeOIaronpusTHBIE N3MEHEHNST BUTAIBHBIX ITOKa3aTe-
neil u 1abopaTOpHBIX MOKa3aTeNel [ChIBOPOTOUHBIN
ypoBeHb (hochaToB, 00N KaIbIUK IIA3Mbl KPOBU
(¢ nonpaskoii Ha anbOymun), CaxPO,, MoueBuHa, Ka-
Tui, HaTpuil, OuKapOOHAT TUTa3MBbI KPOBH .

CKpUHHUHTOBBIA TIEPHOA COCTABIIUT A0 2 HEM, Tie-
PHUOA «OTMBIBKI» — 4 HEl, TIEpUOA Teparnuu (IIeproz
aKTUBHOTO KOHTPOJsi) — 28 Hex. OOmas mpomoimKu-
TEIBHOCTh HCCenoBanus — 32 Hen. B ckpuHUHTO-
BbI MepHOJ OIIEHUBAJIOCH COOTBETCTBUE XapaKTepH-
CTHK TAIlMCHTa KPUTCPHUSAM BKJIIOUEHUS / OTCYTCTBHUS
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Tabnuua 1/ Table 1

XapakTepucTtuKka rpynnbl NauMeHToOB, BKJIIDYEHHbIX B UCCieA0BaHNe
Characteristics of the group of patients included in the study

pynna naumeHToB | KOHUEHTpaums Yucno BospactT, Jonga Myx4uH, | HayanbHas go3a npenapata
docdaToB, MMOSb/N nauneHToB ner % «CENNTAMEPEKC®»

1 1,6-2,42 115 5713 46% Mo 800 mr 3 pasa B AeHb™*

2 >2,42 12 48+12** 75%** Mo 1600 mr 3 pa3a B aeHb*

Bcero Bonee 1,6 127 5614 49%

* C nocneayowymMm TUTPOBAHMEM [03bl COMNACHO UHCTPYKUMK; ** oTnnyme ot rpynnsl 1, p<0,03.

Tabnuua 2 / Table 2

XapakTepucTuKa BKJIIOYEHHbIX MNauUeHTOoB B LieJIoM, N0 noarpynnam ncxogHon gocharemum
(1,6-2,42 unn >2,42 mmonb/n) n HayanbHomn A03bl (2,4 r unn 4,8 r/cyT, COOTBETCTBEHHO)

Characteristics of the included patients in general and by subgroups of baseline phosphatemia
(1.6-2.42 or >2.42 mmol/l) and initial dose (2.4 g or 4.8 g/day, respectively)

Mokazatenu Bce HasHa4veHHas nosa Pasnunuuna mexay
(n=127) 2,4r/cyt (n=115) | 4,8 r/cyT (n=12) rpynnamu

Bospacr, net 5614 57+13 48+12 p=0,015
onsa My>X4nH 49 % 46 % 75 % p=0,057
lfemorno6bwuH, r/n 108+18 10714 11916 p<0,001
Al cuctonuyeckoe, MMHg 138+14 137+14 14417 p>0,1

Al pnactonnyeckoe, MMHg 818 81+7 83%10 p>0,4
O6LLMIT XONECTEPVIH, MMOJIb/1 4,512 4,52+1,00 5,24+0,64 p<0,001
Kt/V 1,45+0,17 1,45+0,17 1,44%0,19 p>0,8
AnbOYMUH, /N 39,0+£2,7 38,9+2,8 40,0+1,5 p>0,2
OO6LWMIA KanbuwWii, MMONb/1 2,11+£0,50 2,12+0,53 2,05%+0,03 p>0,1
®docdatbl, MMOb/N 1,97+0,22 1,87+0,22 2,88+0,21 p<0,001
Mpoussegenune CaxPO,, mmonb?/n? 4,10£0,57 3,91+0,58 5,90+0,50 p<0,001
LLlenoyHas pocdarasa, EA/n (Me, Q1+Q3) 107 (76+148) 107 (78+148) 90 (76+129) p>0,1
MapatupeounaHsbiii ropmoH, nr/mn (Me, Q1+-Q3) 309 (204+549) 312 (203+542) 239 (210+597) p>0,1

KPUTEPHUEB HCKJIIOYECHUS U IMPOM3BOAMIACH OTMEHA
Ha 4-HenenbHbII Mepuo «OTMBIBKM» IpHEMa BCEX
¢docdar-cBsazpiBatomux mnpenaparos. [lo pesynbra-
TaM BHU3UTa M0 OKOHYAHUH MEPHOJIa «OTMBIBKU» Ta-
LUEHTHI Pa3JIeNsUIMCh Ha TPYIIBI IO YPOBHIO (ocda-
TEMHH.

[Taunentam HasHauen mnpenapar «CEJIAME-
PEKC®», TabneTku, TOKPBITHIE INIEHOYHOH 000J1049-
koii, 800 mr (3A0 «Dapm®Pupma «CoTeke»), no3a
TUTPOBAJIACHh B COOTBETCTBUU ¢ MHCTpyKLIKEi 110 Me-
TUIIMTHCKOMY pUMeHeHu1o (Tadm. 1).

BonpmmHCTBO ManueHToB Moilyyaun paHee Oec-
kanpieBsie OCII (45 — Benbdopo 1-3 Tadmetku B
cyTku; 48 — ceBenamep 4—6 TabIeTOK B CYyTKH), 17 —
He nony4anu OCII no pa3HeIM TpUYUHAM.

Craructuyeckas o0paboOTKa pe3yJabTaToB Ipo-
Bonmiack ¢ momomipio makera SPSS. Hempepris-
HbIC BEJIMYMHBI ONUCHIBAIN CPEAHEH BEIMYMHON U
CTaHJAPTHBIM OTKJIOHEHHEM (TP HOPMAJIbHOM pac-
MpeAeeHNH) I MEIMaHOH U MHTEPKBAPTHIbHBIM
pazMaxoM (Ipu paclpeneieHnd, OTINYaroIIeMcsl OT
HOpMasbHOTO). KareropmanbHble BETUMYMHBI TPEa-
CTaBJIEHBI JOJIAMU U 4yacToramu. CpaBHEHHE J0yIei
IIPOBOAMIIOCH IPU HOMOULIM KpUTepHst Xu-kpagpar. C
IIOMOLIBIO t-KPUTEPHS IJIS1 HAPHBIX U HE3aBHUCHUMBIX
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BBIOOPOK OLIEHUBAJIACh JOCTOBEPHOCTh Pa3IHUUM
3HaUEHM MOKa3areileld MUHEPaIbHOro OOMeHa 10 U
nocse neproja HaOIIOACHUS WM MEXKIY TpyNIaMH
COOTBETCTBEHHO. 3HAYMMBIMU CUHTAIHCH PA3THYHS
npu p<0,05. 3HAYMMOCTH pPEerpeccur OIEHHUBAIH IO
kpurepuio Oumepa. Harypanpabie kodhOHUITHESHTHI
perpeccuy NpHUBENEHBl ¢ ykazaHuem 95% nosepu-
TenpHOrO MHTEpBana (95 % JIN).

PE3YVYJIbTATbI

XapakTepuCcTrKa MalUeHTOB, BKIIOYCHHBIX B HC-
cienoBaHue, IpefcTaBiIcHa B Ta0I. 2.

B rpymme ¢ Beicokoit pocdaremmeit mpeodiiana-
71 Mosozibie My>k4nHbI (75 %), X0Ts BO Beel rpyIie
MYX4HH ucxonHas Gocdaremust Oblia HE BBIILIE, YEM
y keHmuH (1,97+£0,36 u 1,93+0,30 Mmoub/1), Kajib-
UEMHUsl U YPOBHH MapaTrOpMOHA M €T0 TUHAMHUKA B
XoJle HaOIIOIeHHs TaK)Ke HE pazinyasiach 10 TOJy.
Cpennauit Bo3pacT My>KIHH OBUT HHKE TaKOBOTO IS
skeHIuH: 53+14 u 59+12 ner.

@DaKkTU4ecKH Ha4YaJbHBIMH JI03aMH  CEBeElaMe-
pa obum 2,4 t/cyt (3 Tabnetkn) y 84 % manueHToB,
4,8 t/cyT —y 7% nanueHToB; 8 % ManueHTOB HaYalu
Tepanuio ¢ 10361 1-2 Tabnerku B cyTtku. Ha moce-
IOYIOUIMX BU3UTaX /103a B CPEIHEM MEHsJIAch HE3Ha-
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PucyHok 1. M3meHeHne Ha3Ha4YeHHOW 003kl CEBENAMeEpPa B X04e
HabnaeHUs B CpeaHEM BO BCEV Fpynne 1 TPeHApb! B MOArpynnax
nosbILLeHns (N=28) 1 noHMxeHus (N=38) A03bl.

Figure 1. Sevelamer dose change during follow-up, average for
the whole group, and trends in dose up (n=28) and down (n=38)
subgroups.
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PucyHok 2. [lona naumMeHToB C 4OCTUMHYTIMU YPOBHSAMU pocda-
Temun meHee 1,78 n 1,58 mmons/n (5,51 5,0 mr/an).

Figure 2 Proportion of Patients with Phosphatemic Levels Less
Than 1.78 and 1.58 mmol/L (5.5 and 5.0 mg/dL).
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PucyHok 3. IuHamunka docdaremmm B 3aBUCUMOCTU OT UCXOLHOMO
YPOBHSA pochaToB B KPOBM (MO TEPLUNAM).

Figure 3. Dynamics of phosphatemia depending on the initial level
of phosphates in the blood (by tertiles).

YUTENHHO, OCTABIINCH HEM3MEHHON y 61 marueHTa
(48 %), nemoHCTpUpYs 3a BpeMsi HAOJIIOACHUS TEH-
JCHLHUIO K MOBBILICHHUIO Y 28 MalMeHTOB (B CpelIHEM
Ha 1016+760 Mr) uiau K MOHMKEHUIO Y 38 MalueHToB
(B cpenneM Ha 1427+1059 mr) — puc. 1.

Cpennss 703a ceBelaMepa HMela HEBBICOKYIO
MIPSMYIO CBSI3b C MCXOOHBIM YpOBHEM (ocdaroB B
kposH (r=0,256; p=0,004) u em¢ 6onee caalyro CBA3b
CO cpeIHUM ypoBHEM (pocdaroB 3a NepUOA TEPATUH
(r=0,197; p=0,03).

Ha ¢one Tepanuu ceBeraMepoM MpoOU30LLIO ObI-
CTPOC M OTYETIMBOE CHIKCHHUE JIOJIM MAIlMEHTOB, HE
JIOCTUTAOIINX IIEJIEBBIX YPOBHEH Koppekmu docda-
TEMHHU: yepe3 J1Ba Mecsua tepanuu 6omnee 70 % u 60-
nee 90 % nanyeHToB 1OCTUININ ypoBHEH pocharemun
Hmwke 1,58 mmoub/n u Hike 1,78 MMonw/n (puc. 2). B
MOATPYMIIAaX MallMeHTOB C UCXOAHBIM ypoBHEM (oc-
¢aros 1,6—1,78 mmonw/n u 1,78-2,42 mmonb/1 1iene-
BOH ypOBEHb Ha BTOPOM JICYCOHOM BH3HUTE OBLT JIO-
cTUrHYT B 87 1 60 % cily4aeB COOTBETCTBEHHO.

KpuBble cHKeHHst ypoBHeH ¢ocdaToB cymie-
CTBEHHO Pa3JIMYajICh JJIsl BEPXHEH TPETH UCXOAHOM
docharemun (>2,00 MMonb/1) M ABYMS JPYTHMHU
(rpanuna — 1,75 mmonw/n) — puc. 3. CBsi3u Mexay
HCXOIHBIMHU YPOBHIMHU (pochareMun U KaJbLUEMUH
WIH CpeIHUMHU YpoBHAMHU (ocdaToB m Kaiaplus B
KpPOBHU 3a BpeMsl HaOJIOeHHUs HE BBIBICHO. Takxke
OTCYTCTBOBaJIa CBSI3b MEXAY OUHAMHUKOH docdare-
MUH ¥ KQJIbLIUEMHH 32 BECh IEPUO/ HAOTIONCHHUS HITH
3a nepuoj] ObICTpOro u3MeHeHus pocdaremun (BU3M-
TH 1-4).

Y MyX4uH OTMEYEeHO Oosiee MEIJICHHOE CHIXKe-
Hue ¢ocdareMnn Ha (OHE MPOBOIUMON Teparuu
(puc. 4). OueBUAHBIX IPUYUH IS STOTO BBISIBUTH HE
YIAJIOCh: y KEHIUIUH J103bl 00ECIeYeHHOro Jarain3a
onutHn BeIme (1,52+0,17 u 1,38+0,14; p<0,001), 10361
ceBenamepa He pazmuganuch (3,05+0,79 u 3,16=1,09;
p>0,5), TOmATIMBOCTL Tepamuu ObUTa CPaBHUMOU
(p=0,4 B y*-Tecte). Mcxomaaple ypOBHU MapaTropmo-
Ha TaKKe HE Pa3INYaIINCh Y MY>KUMH U KeHIIUH: 381
[Q1+Q3: 203+531] u 310 [Q1+Q3: 203+531] nr/
MJI, KaK 1 €ro JuHaMHKa B Xoje HaOmromeHus: —20
[Q1+Q3: —82+118] u—11 [Q1+Q3: -135+63] ir/mi1 —
o kpureputo U MaHHa—YUTHH.

VY nanMeHTOB ¢ HMCXOAHBIM YPOBHEM Maparrop-
MoHa B auamnaszoHe 150-600 mr/mia ormedanach 00-
Jee ObICTpas M 3aMeTHas IUHaMuKa QochareMun
(puc. 5). Pa3znuunsa mosBISIMCH HA BTOPOM BH3HTE
U COXPaHUIUCH A0 MPEIOCIECAHEr0 BKIOUUTEIbHO.
Bo3spocmmas BapuabensHOCTE pochareMun K ceTbMO-
MY BHU3HTY cZejiajia IpeXHUE pa3Indus He3HAUUMBbI-
mu. [loarpynmnel man@eHTOB B pa3HBIX JUAana3oHax
[ITT He pa3nuyanuch IO UCXOJHBIM YPOBHSM (OC-
¢daToB U KabIus.
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PucyHok 4. JnHamuka pocharemMum y My>KHUH U KEHLLMH.
Figure 4. Dynamics of phosphatemia in men and women.
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PucyHok 5. OuHamuka docdatemMmm B NOArpynnax naumeHToB C
ypoBHAMUK napatropmoHa <150, 150-600 n >600 nr/mn.

Figure 5. Dynamics of phosphatemia in subgroups of patients
with parathyroid hormone levels <150, 150-600 and >600 pg/ml.
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PucyHok 6. JuHamuka npon3BeneHnst KOHLEHTpaUnii KanbLums
1 dochaToB B KPOBU NMPU PasNYHbIX MCXOOHbIX YPOBHSX docC-
datemuu.

Figure 6. Dynamics of the product of calcium and phosphate
concentrations in the blood at various initial levels of phosphatemia.
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3HAYMMOTO M3MEHEHUS KaIbIINEMUH 32 BPEeMs Te-
panuy He OTMEUYEHO: TIPHU CPEeTHEM YPOBHE KaJIbIIUs
2,08+0,16 MMOITB/1T B 00IIIEH TpyTIIIe TPEH COCTABHII
—0,02+0,12 mmonb/n 3a nonrona. MHIuBUyalbHbIE
k03 PULIMEHTB BapUallMKM KaJbIIUEMUU COCTABUIIN
5+5%. Y 48 manMeHTOB MPOU30ILI0 HE3HAYNTEITHHOE
yYBEIMYEHHNE KaJbIUEMHUH (MeAnaHa TPeHJa 3a MoJ-
roma +0,09 [Q1+Q3] 0,06-0,13 mmomns/n), y 14 mamm-
€HTOB YPOBEHb KaJbIIHI HE M3MEHMJICS OoJiee YeM Ha
0,01 mmonb/i1, a y 68 nalMeHTOB MeIMaHa IOTyT0/[0-
Boro Tpenna coctaBuina —0,03 [Q1+Q3] —0,03+-0,01
MMOJIb/1. I3MeHenne KajJblueMUU He ObLUIO CBI3aHO
C UCXOTHBIM YPOBHEM WJIM THHAMHKOHN docdhaTemun,
WCXOIHBIM YPOBHEM MapaTrOpMOHA WM HUCXOTHBIM
YpOBHEM (WJIM €ro JWHAMHKOH) IIeno4Hoi ¢ocda-
Ta3bl (B Ka4eCTBE CyppOraTHOrO IOKa3aressl THIep-
naparupeosa). YpoBeHb KalblUs B AUATUZUPYIOIIEM
pactBope ObUT MOCTOSTHHBIM — 1,5 MMOJITB/JI.

[IpowsBencHNe KOHIIEHTpAMN KadbIus W (oc-
¢aroB xpoBu (CaxP) ObICTPO CHU3WIOCH C HAYAIOM
teparmuu ¢ 3,6+0,3 mmonp?/m? 1o 3,2+0,6 MMonB?/Ir?,
YTO MPOM30ILIO TOJILKO 32 CYET CHUXKEHUs (ocdare-
MuH (puc. 6).

CylI1ecTBEHHOTO M3MEHEHHS YPOBHS IIapaTropMo-
Ha 3a TIEpUOJl HAOIIONEHUSI HE TPOM3OILIO: MEIHa-
HBI B Ha4YaJle U B KOHIIe HAOMIOAeHNS cocTaBmim 295
(Q1+Q3 192+568) m 315 (Q1+Q3 178+473), unnn-
BUJyaJIbHBIC M3MEHCHUS TaKKE B CPEIHEM HE OTIIH-
Yanuch OT HyJs: MeAauaHa udmeHeHus — +1 (Q1+Q3
—106+94) nr/mi. B To ke BpeMsi, B Havaje Teparnuu
CeBeJIaMepoM MPOM3O0NUIO CHIDKEHHE HEOOXOTMMON
JTO3bI KAIBIIMMUMETHKOB Ha 25%. B nanpHeiimem
CpeHss 1032 KaJbIIAMUMETHKOB U JIOJIS TTAIlUEHTOB,
WX TIOJYYarolluX, CTATUCTHYECKA 3HAYUMO HE CHH-
)anack (tad. 3).

KpomMe KanbplIUMUMETHKOB, B Ka4eCTBE aHTHIH-
TeprapaTuPEOnTHON Teparuu 35 MaMeHTOB MOCTO-
STHHO (28 %) moTydany cTaOMiIbHBIC 1036l TApUKaITh-
IIUTOJIA WK aTb(aKalbIIUI0IA.

B nenom, Bo Bcell rpynne nauyeHTOB 3HAYUMOU
JIMHAMHKHU YPOBHS XOJIECTEPUHA OT UCXOJHOM BEJH-
yuabl 4,63+0,99 MMONB/II HE OTMEYEHO, HO B IOJ-
TpyTIIe MalMeHTOB C XOJIECTEPHHOM BBIIIIE MEIHaHBI
(4,74 mmomnw/nm) cHmwkenue —0,13+0,47 okazanoch
craructudecku 3Ha9uMbIM (p=0,037).

®DaxTOopbl, CBA3aHHBIC C BEJIMUUHON (PochareMuu
Ha (OHE Tepanmuu CeBeJIaMepOM, NPEICTABICHBI B
Tabn. 4. B Momenb MHOXECTBEHHOTO PErpecCHOH-
HOTO aHaJIM3a B KAaueCTBE 3aBHCHUMOM MEPEMEHHOM
BKIIIOYEH CPeAHHUN YPOBEHb (ocdareMuu 3a Mepuos
MeXJly BU3UTaMHU OT BTOPOTO JIO IIecToro. B kade-
CTBE HCXOJHOTO Habopa HE3aBHCHUMBIX IIEPEMCH-
HBIX BKJIFOUEHBI: BO3PACT; TIOJ, UCXOJHBIA YPOBEHb
KaJlbIIMs;, OLICHCHHAS HMCCIIEIOBATEISIMU KOMILIACHT-



Hedponorusa. 2023. Tom 27. Ne1. ISSN 1561-6274 (print)

Nephrology (Saint-Petersburg). 2023. 27(1). ISSN 2541-9439 (online)

Tabnuua 3 / Table 3
Tepanvm KaabummMmmmMmeTuKkamm B Xxoae unccinenoBsaHusa
Therapy with calcimimetics during the study
LnHakanbueT
Hons naumeHTtoB, % 13,4 15,0 16,5 14,6 14,5 15,4 14,2
CpepaHss cyToyHasa nosa, Mr 55 54 56 45 47 46 42
HepnenbHblii 9KBUBaNeHT atenkansuetuga, mr | 9,1 8,9 9,3 7,5 7,8 7,6 7,1
ArenkanbueTng,
Jonsa naumeHToB, % 26,0 26,8 26,8 25,2 26,6 26,8 16,7
CpepaHsas HepenbHasa 403a, Mr 16,7 11,5 10,8 10,2 11,4 12,0 12,0
Bce kanbumMnmeTmnkm
Jons naupeHToB, % 39,4 41,7 43,3 39,8 41,1 42,3 30,8
CpepnHss HepenbHasa akBMBaNeHTHasa no3a, mr | 14,2 10,6 10,2 9,2 10,1 10,4 9,7
SD 4,5 3,7 3,4 4,2 3,9 4,0 4,5
Tabnuua 4 / Table 4
dakTopbl, CBA3aHHbIE C BeNn4yuHoi pocdateMmum 3a nepmop, ieveHus
BO MHOXX€CTBEHHOM perpecCNoOHHOM aHanun3e
Factors associated with the magnitude of phosphatemia during the treatment period
in multiple regression analysis

[MokazaTenb KoaddpurumnenTsl

B Crta. ownbka | P t P 95,0% AN ansi B
KoHcTaHTa 1,588 0,215 7,386 <0,001 1,167 + 2,009
CpepnHsis nosa cesenamepa, 0,8 r/cyT -0,036 0,018 -0,141 -2,000 0,048 -0,332 +-0,004
CpepHuit spKt/V, 0,1 -0,163 0,081 -0,114 -2,012 0,046 -0,071+-0,001
McxopHbii P, Mmonb/n 0,112 0,047 0,152 2,383 0,019 0,020+ 0,204
MexopHbii MTH 100 nr/mn 0,009 0,004 0,141 2,250 0,026 0,001+0,017

MpumeyaHve. ObLas oueHka Moaenu B AncnepcruoHHoM aHanunae: F=2,560; p=0,04. CtaHaapTn3doBaHHble KO3P@PULMEHTbI 3 NO-
3BOJIAIOT OPUEHTUPOBOYHO COMOCTABUTL Mexay cob0i napameTpbl Mo BAUSHUIO HA 3aBUCKUMYIO NEPEMEHHYIO.

Tabnuua 5 / Table 5

dakTopbl, CBA3aHHbIE C BeJIMYMHON auHaMmuku ¢ocdatemun 3a nepuopg ie4eHus
BO MHOXX€CTBEHHOM perpecCcMoHHOM aHanmse

Factors associated with the magnitude of the change in phosphatemia during the treatment
period in multiple regression analysis

MokasaTenb KoadppuumeHTsl

B Cr1o. owmbka | P t P 95,0% A ana B
KoHcTaHTa 0,1537 0,072 2,134 0,035 0,013+ 0,295
CpepHsis no3a cesenamepa, 0,8 r/cyt -0,030 0,015 -0,079 -1,947 0,054 -0,059 +0,0002
CpepnHuin spKt/V, 0,1 -0,028 0,013 -0,133 -2,240 0,027 -0,053 +-0,035
MopmatnmBocTb -0,12 0,055 -0,124 -2,182 0,031 -0,228 +-0,012
WexopHbii MTE, 100 nr/mn 0,017 0,008 0,182 2,125 0,036 0,001+ 0,033

MpumeyaHne. O6LLan oLeHka Moaenu B AucnepcrMoHHoM aHanmnae: F=2,438; p=0,05.

HOCTh — IIOJIaTJINBOCTH TAIlMEHTa JICYCOHBIM MEpPO-
MIPUATHAM TIO CHIDKeHHIO (pocdaremMun [nuera, mpu-
eM (ochaT-CBA3BIBAIONINX TPETapaToB, MOIHOICH-
HBII (HECOKpAIIaeMBbIil) PeKUM JIUAIN3a]; NCXOTHBIN
YpOBEHb MAapaTrOpMOHa M €ro JIMHAMHKA 32 TICPUOT
HCCIIEZIOBAaHUS; CPEIH 1032 ceBelaMepa 3a Mepruos
OT BTOPOTO JI0 CEbMOTO; /103a Majin3a B TEPMUHAX
omuomyinoBoro Kt/V. Ilpn BKIIIOYEHUH B 3Ty perpec-
CHOHHYIO MOJIENTb B KauecTBE HE3aBHCHUMOTO Tapa-
MeTpa UCXOAHOTO ypoBHS (oc]aToB OH CTAaHOBUTCS
MIPEBAMPYIONIMM 10 3HAYUMOCTH ¥ BBITCCHSET U3
MOJICNIU IpyTHe PaKTOPhl — MOAATIIMBOCTh JICUCHUIO,

BO3pACT, MOJ, JUHAMHKY YPOBHsI MapaTropMOHa H
meToaHol docdarassl.

Bo BTOpyI0 MOAENs MHOXXECTBEHHOTO PErpeccu-
OHHOIO aHa/lM3a B KAauecTBE 3aBUCHMOW IepeMeH-
HOW BKJIIOYEH IISITUMECSIUHBIA TpeHn QocdareMun
3a MepHoA MEXAY BU3UTAMHU OT BTOPOTO /IO CE/b-
Moro. B kagectBe ncxomHoro Habopa HE3aBHCHMBIX
MEPEMEHHBIX BKJIIOUEHBI T€ )K€ IMapaMeTphl, 9TO U B
nepBoil perpeccuoHHoi mozaenu. Ilocae nomaroso-
IO UCKJIIOYEHUS] HE3HAYMMBIX MEPEMEHHBIX B MOje-
JU OCTaJUCh Clieayromme napamerpsl (tadm. 5). B
CPEIHEM TISITUMECSYHBIA TpeHJ cHWkeHus (ocda-
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TeMUH Ha ()OHE HA3HAUCHHS CeBellaMepa COCTaBHII
—0,29431 mmons/n. bénbimas Ha 1 Tabn/cyT mo3a ce-
BeJIaMepa acCOIMUPOBAIACH C OONBIINM Ha YETBEPTh
camwkeHueM ¢ocdartoB. CBsi3b 03Bl ceBelaMepa ¢
U3MeHeHueM ypoBHs QocdaroB okazamack Oolnee
3aMeTHOH, yeM ¢ ¢ocdaremueit Ha (oHe Tepanuu.
bonpmee 3nauenne Kt/V ma 0,1 emumHUMIly CBsI3aHO
ObUT0 ¢ Oonee BBIpaXCHHBIM d(PdeKToM (TIpUMEpPHO
Ha 10%). ITo3uTHBHO OIlCHEHHAS KOMILIACHTHOCTH
(4eTBIPEXKOMIIOHEHTHOW ~ CTPaTerMd  CHWKEHHS
(dbocdaremun) cBsizaHa Oblla ¢ Ha TPETh 0OOJIEE BBI-
paxxeHHbIM 3 dexToM. B TO e Bpemsi, Oosee BbICO-
KU UCXOMHBIN ypoBeHB maparropmona (ga 100 mr/
MJT) aCCOLMMPOBAICS ¢ MEHBIINM (Ha 6 %) 3¢ dexTom
TEepaIiH.

OBCY>XAEHUE

Hecmotpst Ha mocratouHylo 103y AMaiu3a, yIo-
BJICTBOPHUTENbHYIO KOPPEKIINIO BTOPUYHOTO TUTIepIIa-
parupeosa, IOCTOSTHHYIO paboTy ¢ MalMeHTaMH B OT-
HOIIIEHUW COOIIOICHNS MU JTUETHI C OTPaHUYCHUEM
(hocdaros, Ha GoHe oTMEHBI (hochaT-CBA3BIBAIOIIIX
npenaparoB y OOJbIINHCTBA ALIMEHTOB TPOUCXOIUT
3HaYMTEIbHOE HapacTanue ¢ocdaremuun. [locie
Mepuoia «OTMBIBKM» OT paHEe HCIOIb30BaBIIUXCS
OCII B OAHOTPYNIIOBOE HCCIIEAOBAHNE BKIIFOUCHBI
127 nanueHToB U3 ABYX AUAIU3HBIX LIEHTPOB OJHOTO
peruoHa, KOTopble MPOJEMOHCTPUPOBAIHN POCT oc-
¢aremun Boiie 1,58 mmons/n (5 mr/an). Ha3nauen-
HBIC B COOTBETCTBHHU C HHCTPYKIIMEH 110 IPUMEHEHHIO
ceBenaMepa kapOoHara J103bl B quanaszone 2,4+4,8 r/
CYT TIpeTepIieN B MOCIEAYIOIEeM HEe3HAYUTEIhHbIE
n3MeHeHus (cM. puc. 1). Tem He MeHee, Ha BTOPOM —
TpPETheM BH3UTE ObLIA MOJIy4eHa YAOBJICTBOPHUTEIH-
Has koppekuus (ocdaremun (ObICTpee y KEHIIUH,
YeM Yy MYXKUHWH): [eJeBOro ypoBHs <1,58 mMmoub/n
nocturiu 70 % manueHToB, ypoBHs <1,78 MMOIIb/JT —
90 % manueHTOB, U 3TH JIOJIM HE CHIIKAJIUCH IO OKOH-
YaHWs UCCIIEIOBAHMS, YTO COOTBETCTBYET IpPEAyCTa-
HOBJICHHOW MEPBUYHON KOHEYHOU TOUKH C OLICHKOH
«BBICOKasi 3(PPEKTUBHOCTE». YMEPECHHBIC CpEeIHHE
JI03bI ¥ BBICOKAs1 JIOJISL IOCTHIKEHUSI «CTPOTOTo» LieJie-
BOTO YpoBHsI (hocaTeMHur BBHITOJHO OTIMYACT HAIIe
HCCIIEIOBaHNEe OT OONBIIMHCTBA APYTHX, B OOJBIICH
crenenn — oT PKU, B MeHbI1Iel cTeneny — OT HAOJIIO-
Jare’abHbIX. MBI TToJIaraeM, 4To 3TO OTIIMYHE CBS3a-
HO C WHAMBUAyaJU3alMeH YeThIPEXKOMIIOHEHTHOM
TaKTHKH O0OpbOBI ¢ pochaTeMueii, MarogoCTyTHOH B
MHOTOIICHTPOBBIX (POPMATM30BAHHBIX KIMHUYECKUX
nccnenoBanuax [18] m KPYMHBIX HaOMIOMATEIHHBIX
MPOEKTax Ha OCHOBaHWH aAJMHHHCTPATUBHBIX 0a3
JlaHHBIX [21].

Bennuunna camwxenust ¢ocdareMun 3aBUCHUT OT
psina (akTopoB, B MEpBYIO OYepedb OT HCXOTHOTO
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ypoBHsS ¢ocdaToB: B paszAeICHHBIX IO TEPTUIIIM
MCXOMHON (ocdareMunl MOATPYIIIaX YpoBeHb (oc-
¢aroB camxkancs Ha 15, 21 u 29% (uwa 0,25, 0,39 u
0,68 MMomb/1) — cM. puc. 3. [lpu ymepeHHbIX ypoB-
HiX (ocdareMun ¥ B KPYITHOM MeTa-aHAIW3e He
MPOJIEMOHCTPUPOBAHO YITYUIIIEHHE TBEP/IBIX UCXOJIOB
[20]. 3adukcupoBaHHBIMH B XOA€ HCCIIEIOBAHUS
JaHHBIMU HaM HE yAAJI0Ch OObSICHUTH 3aMEIJICHHYIO
Koppekuo (GochareMun y MyX4uH (cM. puc. 4).
[Tonuee xoppekuus GpochareMun IPOUCXOAMA y Ma-
UEHTOB C TapaTropMoHOM B auanazone 150-600 nr/
MJI B CPAaBHEHUH C MOATPYTIIaMH BHE 3TOTO JIMAITa30-
Ha. MI30BITOYHAs aKTHBHOCTH MapaTropMOHa CII0CO0-
Ha yBENWYHUTHh MoOwmmu3anuio (ocdaroB u3 KocTw,
B TO BpeMsl Kak HHU3KOOOMEHHBIE OCTEOAUCTPOPUH
NPEISTCTBYIOT BKIIOYEHUIO (pocaToB B 0OCTEOreHEs;
00a cMmeleHus CrioCOOCTBYIOT HakoruieHHo (ocda-
TOB KpoBU. B xone Hamiero HaOMIOAEHUS 3aMETHOTO
CHMJKEHHUsI YPOBHS I1apaTroOpMOHa HE IPOU30IILIO, HO
YMEHBIINIACH TOTPEOHOCTh B aHTUTUIIEPIIAPATHPEO-
WIHBIX TIperaparax (cM. Taom. 3).

B nwurteparype Ham BCTPETHIUCH HPAKTHYECKH
eIMHUYHbIE aHAIMTHYECKHE MaTepualibl B OTHOILE-
HUM 3aBUCHMOCTU 3()(HEKTUBHOCTH TEparuu OT CO-
MyTCTBYIOMUX (aKkTOpoB. B oObemuHEHHOM poOst-
hoc-aHanu3e NpUMEHEHUs ceBelaMepa U KOMILIeKca
caxapuIoB Kelle3a OKCUTHAPOKCH 1A ObLIO MTOKa3aHo,
410 KOoppeKkuus ¢pocdaremMuu (B cperHeM, IPUMEPHO,
Ha 30 %) TpyaHee JocTUranack y 6oyiee MoJoAbIX Ma-
IUECHTOB TIPH UCXOIHO OoJiee BhICOKOU (ocaremun
n Ha ($OHE MPHUMEHEHHUS aKTUBHBIX (OPM BUTAMH-
Ha D [23]. B xone Tepammu HaOIOqaI0Ch HEOOb-
1I0€ CHWKEHUE YPOBHS MapaTropMOHa Yepes3 IMOJIro-
J1a, KOTOPOE MCue3ajo K KOHIY rofa Tepamuu. [lpu
9TOM cHIKeHue ypoBHs FGF-23 Obl10 3HAYMMBIM 1
NPOTpaJeHTHBIM, MapKepbl pe30pOLUuN CHU3UIINCH,
a Mapkepbl OocTeoreHesa Bo3pociu. HabGmomanoch
MUHUMAJIbHOE YBEINYCHHE KaJbIieMun [24].

B Mopensx MHOXECTBEHHOM perpeccuu mokasza-
HO HE3aBHCHMOE BIMsHHUE psina (akTopoB Ha ypo-
BeHb (ocdaremun Ha (oHE Teparmuu U BEIUUHHY
cHmwkeHus: ¢ocdaremMun B xonue uccienoBanus. K
MOJIOOHBIM KOIUYeCMBeHHbIM OIICHKaM T10 Pe3yJIbTa-
TaM MHOXECTBEHHOH PErpeccuu CliefyeT OTHOCHUTh-
CSl C OCTOPOXKHOCTBIO, TOCKOJIBKY AETAar0TCs OHHU B
NPEANON0KEHUH, YTO 3TH M3MEHEHHUs OyayT HM30IH-
POBaHHBIMH TP COXPAaHEHWH OCTalbHBIX MapamMe-
TPOB Ha CPEJHEH BEJMYMHE, YTO B YCIOBHSIX B3au-
MOCBSI3H (PaKTOpPOB, CKOpee BCETO, HECIPaBEJINBO
[25]. Bupodem, HampaBiICHHOCTHh BIHSHHUS IOTIOJN-
HUTENBHBIX (HakTOpoB Ha A(PHEKTUBHOCTH TEpAITHH,
MO-BUAUMOMY, OlleHHBaeTcs TouHo. Cyas mo coot-
HOUICHUIO CTaHIAPTHU30BAaHHBIX KO3()(UIIEHTOB pe-
rpeccud (), caMbIM 3HaUUMBIM (DaKTOPOM ISl BEJU-
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YUHBI cHudiceruss HocdaToB OBIT UCXOTHBIA YPOBEHD
[apaTropMoHa, a He [03a ceBenamepa (1Mo KpahHei
Mepe, B paMKax JIuana3oHa HCIOJIb30BaHHBIX 103),
KOTOpasl yCcTylnajla TakKe M0 3HaUMMOCTH CpeIHEMY
Kt/V u oieHKe NOAaTAMBOCTH JICUCHUIO.

[Ipu BKJIIOYEHUH B PErpeCcCHOHHYIO MOZEIH JIO-
CTUTHYTOTO ypoBHs docharemun (3a mepuop 3—6 Bu-
3UTOB) UCXOIHOTO YpOBHS (oc]aToB OH CTAHOBUTCS
[IPEBATMPYIOIIUM IO 3HAYUMOCTH M BBITECHSICT W3
MOJIETH ApyTue (haKkTopbl — MOJATIMBOCTD JICUCHHIO,
BO3pacT, MOJ, JAWHAMHUKY YPOBHS MaparropMoHa H
mesiouHo ocdaraspl. M3BecTHO, 4TO OOJIBIINHCTBO
(hocdar-cBa3pIBAOMNX TPENapaToB CIOCOOHO 00e-
cneunts ypanenue 200-300 mr pocdaros B cyTku, n
HHbIE (PAKTOPBI MOTYT CEPhE3HO OrPaHUUUTH dPPeK-
TUBHOCTH TEPaNK B OTHOIIEHHH pocdaTemMun.

Brpouewm, BiusiHueM Ha ypoBeHb pocdaremun He
HCUEPIIBIBAIOTCS TIEHOTPOITHBIE 3P EKThI ceBeIamMe-
pa (tabm. 6).

OCHOBHBIE CIIO)KHOCTH B TNIPUMEHEHHHU CeBella-
Mepa 3aKJII0YalOTCs B 3HAYUTEIILHOM 00beMe JieKap-
CTBEHHOH Harpy3Kku (OLICHUBACMOM 110 KOJMUYECTBY H
pasmepy TabneTok). Hamr mpakTudeckuii OImbIT TO-
Ka3bIBAET, YTO B COYCTAHUH C JIPYTHMHU MOAXOIAMH B
06oprbe ¢ PochaTemueit MOKHO OTPaHUIUTHCS OTHO-
CUTENFHO HebobIon Harpy3koi (3,1+0,9 TabneTku/
CYT) — BIOJIHE XOPOLIO NEPEHOCUMON MalueHTaMHU.
[Ipu stom y 70% mnanueHToB AOCTUTHYTHI YPOBHU
docharemun menee 1,6 MMOIB/JI. AHAJIOTHYHBIE pe-
3yABTaThl KOMILIEKCHOTO monxona (4D), Bkiowaro-
LIETO U MOBBIIIEHNE OCBEIOMICHHOCTH MALUEHTOB O
¢docdarax, MpoOrIEMOHCTPUPOBAHBI B Psiie UCCIIEIO-
Banuii [32]. B ctporux nporokonusuposanubix PKU,
OPHEHTHPOBAaHHBIX Ha KOPPEKLHIO O3Bl Mpernaparta,
a He MHJIUBUyaJHM3UPOBAHHOE HMCIIOJIb30BAaHHUE BCE-
ro apceHasia BO3MOXKHOCTEH, KaK MpaBuiio, JOJs J0-
CTUTHYTBIX TIENIEBBIX TMOKa3atenei Hmwke [20]. Ana-
JIOTMYHOE COOTHOLICHHE PE3yNbTaTOB IIOKA3aHO U B
OTHOUICHUH JPYyroro ¢ocgar-cBs3bIBarOIIETo mpemna-
para — Ha ocHOBe kene3a [33, 34]. Bece 3To mobOyxna-
eT K pealn3aliy «IparMaTuiecKux» — OPUEHTUPO-

BaHHBIX HA PEAIbHYIO MPAKTUKY — MIPOEKTOB, B TOM
YHUCIle, U B OTHOIIEHUH BO3MOXKHOCTEH JOCTHIKEHUS
nesieBoro ypoBHs pocharemun [35, 36]. Takas npak-
THUYECKasi OPUEHTUPOBAHHOCTD C IMOJOKUTEIBHBIMH
pe3yJpTaTaMu COCTaBIIeT CHIIbHYIO CTOPOHY HAILIETo
UCCIIeIOBAHUSI.

OrpaHndeHueM HCCIeIOBaHNS ABIISETCS €To Mpo-
BEJICHHE B OIHOM pETrHOHEe, XapaKTeph3yIOIIUMCS
XOPOIIeH JOCTYITHOCTHIO JIEKAPCTBEHHOTO o0ecTeye-
HUSI TUAJIM3HBIX TAUEHTOB. B TO e Bpems, 3To 1o-
3BOJISIET OLIEHUTH BO3MOYKHOCTH TEPAIUU B YCIOBHUSX
OTCYTCTBHE OTPaHUYCHUI M MPOU3BOJIHLHOTO BBIOOpA
MAIIEHTOB 11 HEOOMIeMOCTYIMHON Tepamuu [22].
Brxurouenne monoOHBIX pe3ysbTaToB B MPOBEACHHE
KIJIACTEPHOTO MEXPETHOHAIBHOTO UCCIIETOBAHMS T10-
3BOJIMIIO OBl OLIEHUTH 3HAYMMOCTD JaHHOTO (hakTopa.

OrpaHn4eHUueM HCCIIEIOBaHMs SIBISIETCS TaKKe
OTCYTCTBHE KOMILICKCHOW OIEHKH HYTPUIIHOHHOTO
craryca.

OTcyTCcTBUE B [I€JIOM B HAIIEH IpyTIIe MAIeHTOB
JUHAMHKH JIATTUAOTPAMM B XOJIe TepaIliy ceBeliame-
POM, BO3MOXKHO, OTPakaeT WM HEOOJBIIYIO UCTIONb-
30BaHHYIO J103Y (/1032-3aBUCUMBIi 3PPEKT B OTHOIIIC-
HUH QochareMun He CBS3aH C TAKOBBIM B OTHOIICHUH
yunueMun [37]), nim HeBBICOKUH YPOBEHD JIUITH/IE-
MHUH UCXOJHO. DTO MPEINOI0KEHUE MTOTBEPKAACTCS
TEM, YTO B TOATPYIIIE TMAIUEHTOB C XOJECTEPUHOM
BBIIIIE MEHAHbl CHI)KEHHE XOJIECTEPHHA OKa3aJloCh
3HauMMbIM. B mera-ananuze 2021 roma [20] ceBe-
JaMep CHHXKall YPOBHHU OOILEro XoyiecTepuHa (Ha
0,7 SD), JIITHII (ma 1,2 SD) u Tpurmuuepuaos (Ha
0,2 SD).

B namewm uccrnenoBanum He 3apUKCHPOBAHO W3-
MEHEHUSI B KHUCIOTHO-OCHOBHOM COCTOSIHMH. B MeTa-
ananmse J. Phannajit et al. [20] Hanuume Takux W3-
MEHEHHUI1 00yCJIOBICHO BKIIOUEHHEM HCCIIEIOBAHUII
¢ ceBerlaMepa TUAPOXIOpH oM (Kucas popmMa, B Ha-
crositiee Bpemst B Poccun HeocTymHas).

CymecTBeHHas JeKapCTBEHHAsT Harpyska (4uciio
1 00beM TaOIIETOK), CHIDKAIOIIas TOAATIMBOCTh Te-
parnu [38], moOyKaaeT uccieaoBarTesiei U Mponu3Bo-

Tabnuua 6 / Table 6

MnenoTtponHbie 3¢ PekTbl ceBenamepa
Pleiotropic effects of sevelamer

docdop-3aBrcrmMble dDPEKTbI

dochop-HesaBucHMble 3PDEKTbI

CHuxeHune Harpyskmn docdatamm [26]

CHuxenwne JIMHM, OX, nobiweHne yposHs JIMNBI, cHuXeHne nHaekca
ateporeHHocTu [20]

CHwuxeHne ypoBHs dpocdata cbiBopoTkm [20]

MoBbiweHne ypoBHSa deTymHa A [28]

CHuxeHune yposHs FGF-23 [19]

CHMXeHMe ypOBHEWN NPOBOCMNANUTENbHbLIX LMTOKNHOB (IL-2, -6, -8) [27]

YMEHbLLUEHNE CKNOHHOCTU KPOBU K KanbLmdbukaumm (no am- CHuxeHune YPOBHA KOHEYHbIX MPOAYKTOB MUKNpoBaHUA, MNKMpoBaHHOIO

HaMKKe KONM4ecTBa KanbLnii-npoTenHOBLIX YacTuL) [28]

remornobuHa, ypoBHS MM0KO3bl KPOBU HaToLLak [29]

TopMoXeHme ocTeounTonoA06HON TpaHchopMaLmm rmaa-

[oBbILWEHNE aHTUOKCUOAHTHOM aKTUBHOCTU CbIBOPOTKN [27]

KOMBILLEYHbIX KNneTok meanu aptepuii [30]

YnydweHne o6pa3oBaHusl ypeMmn4ecknx TOKCUHOB KULLEYHOrO Mpounc-
XOXIOEHUS NP HEOAHO3HAYHOM BIVSIHAM Ha MUKPOOMOTY [31]
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JUTENNeN NCKAaTh UHbIE JIEKapCTBEHHbIE (POPMBI U pe-
KUMBI TpreMa. [1Jis1 yiydmieHus nogaminBOCTy Hauu-
CHTOB TEPAIUH NPH HEU3MEHHOH ee 3(h(HeKTHBHOCTH
Obu1a TpesIoKeHa MOpoIIKoBas Gopma ceBeraMepa
B camie mo 2400 mr, mpuromHasi Uil OJHOKPATHOTO
npuema. CpaBautensnoe PKU ceBenamepa B mopori-
K€ IIJIs1 OMHOKPATHOTO TIprieMa B (hOpMBI B TabJIeTKax
IUIL  TPEXKPAaTHOIO MpueMa MPOAEMOHCTPHUPOBAIIO
npuemiieMyto 3)(EeKTUBHOCTh OJHOKPATHOTO IpHe-
Ma [39]. B npyrom uccrnenoBanuy, Iiae TakKe CpaBHH-
BaJIM pa3InYHbIe PEKUMBI [TpHEMa ceBeaMepa, ObLIo
MOKa3aHO, YTO YaCcTOTAa HEXKEJIATEIbHBIX SBJICHUI HE
pas3nn4aeTcs Ipu TPEXpa3oBoi cxeMe B TaOJeTKax U
0JIHOpPa30BOH B nopoikax [40].

SAKJTIOMEHUE

CeBenamep B yMEpPEHHOH XOPOILIO MEPEHOCHMOM
7103 B COCTaBe MHIMBUIYaJHM3UPOBAHHON YeThIpeX-
KOMIIOHEHTHOW CTpareruu Koppekuuu rumnepdocda-
TEMHUHU CIOCOOEH 00ECIIEUHUTh JHOCTHKEHHUE LIEIEBOM
¢docharemun (<1,58 mmons/in) B 70% ciydaes, OT-
HOCHTEJIFHO Oe30omacHoro ypoBHs (<1,78 MMoib/1) —
B 90%. BennuuHa CHM)KEHHUS 3aBHCEIA OT UCXOTHON
¢dbocoaremun, yposus I[ITI (makcumanbHa B aua-
nazone 150-600 mr/mit), Me/UIeHHee MPOUCXOIUT Y
MyX4HuH. B Xozne Tepanuu ceBeraMepoM Mpon30LLIO
CHIJKCHUE NOTPEOHOCTH B aHTUTMIEPIapaTUPEOU-
HOW Tepamuy MpHU OTCYTCTBUHU AWHAMHMKHU B YPOBHE
naparropmona. HesaBucumbimu pakropamu, cBs3aH-
HbIMU ¢ Qocdaremueii Ha QoHe JTeyeHus, ObLUTH 103a
ceBeylamepa, J103a Inan3a, HCXOAHbIH ypoBeHb (oc-
(haToB M MapaTropMoHa; BeMUNHA CHIDKEHUS Pocda-
TEMHMH{ HE3aBUCUMO Oblja CBsI3aHa C 10301 ceBeIame-
pa, 10301 AuaNK3a, NICXOIHBIM YPOBHEM IapaTropMo-
Ha, OLICHKOH MOJAaTIMBOCTH JICYCHHUIO.
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PEDEPAT

BBEJEHVE. 10 HaCcTOSALLEro BPEMEHN MEXaHU3Mbl ANIMMUHALMN MENKUX KOHKPEMEHTOB NP JIMTOKMHETUHECKON Tepanumn
(JIKT) ocTatoTcsl He BbiIiCHEHHbIMW. LIEJTb MCCJIEJOBAHWS — OUEHNTb aKTUBHOCTL PELLENTOPOB, KOHTPOJIMPYIOLLMX COKpa-
LieH1e 1 penakcaumio maakombliledHbix knetok (TMK) Ha doHe Gnokagbl o, ,-aapeHopeuenTopa B npouecce JIKT y naum-
€HTOB NP NokanmM3aunm Menkux KOHKPEMEHTOB B CpeaHeln TpeTn mo4vetovHuka. [NAUWEHTBl 1 METO/AbI. WccnepoBaHne
HOCUO NPOCMNEKTUBHbIN XapakTep v Bkto4ano 40 naumeHToB, KOTOPbIM NPOBOAMAN cTaHaapTHyto JIKT B CBA3M C nokanusa-
LMen MenNknx KOHKPEMEHTOB (<6MM) B CpeaHEeN TPETU MOYETOYHMKA. AHANN3 PYHKLIMOHANIbHOW akTUBHOCTU PELLENTOPOB, MO-
LYNUPYIOLLMX MEPUCTANBTMKY MOYETOYHMKA, BbIMOHUAN in Vitro Ha CycneH3nm TpoMOoumnToB. VIcnonb3oBanu aroHNCTbl: ATO,
AlD, aneHo3uH, annHedpurH, aHrMoTeH3nH-2 («Sigma-Aldrich Chemie GmbH», lfepmaHns) B KOHUEHTPaLUMSAX ECSO, Bbl3blBalo-
LMxX arperaumio Ha yposHe 50 % y 300poBbIx L. OueHKy arperaumm TpoMO0oLMTOB NPOBOANAN TYPOUANMETPUYECKUM METO-
nom Ha aHanmaaTtope Chronolog (USA). PE3YJIbTAThI. He BbISBAEHO pPasnnymii 4acToTbl SMMUHALNN MEJTIKMX KOHKPEMEHTOB
13 CpeHe TPeTV MOYETOHHYIKA NPW HAIMHMK M OTCYTCTBMK GiokaTopa o, ,-aapeHopeuenTtopa B coctase JIKT. o Havana JIKT
obHapyxeHa runeppeakTMBHOCTb 0,-aAPEeHOPeL,enTopa, HOPMOPEAKTUBHOCTL NYPUHOBLIX P2X, - n P2Y-peuenTtopos, ageHo-
3MHOBOro A2-peLienTopa v aHrMoTeH3nHOBOro AT, -peuenTopa. Yepes 9 arert JIKT npu BeprdrUMPOBAHHON 3iMMUMHALMN
KOHKPEMEHTOB YCTaHOBJIEHO MOBbILLIEHNE akTUBHOCTU P2X -peuentopa n AT -peuentopa (p<0,001) He3aBrcrMMO OT HasHa-
yeHns 6nokaropa o, ,-aapeHopeuentopa. M’mneppeakTneBHOCTL P2Y-pelientopa npossiaiach Npu HaimymMm v HOPMOPEaKTUB-
HOCTb NpPW OTCYTCTBUKM BnokaTopa a,,-aapeHopeuenTopa B coctase JIKT. SAKJTIOYEHME. Tlpy NUTOKMHETUYECKON Tepanmu,
HE3aBMCUMO OT HagHaveHus 6okartopa a,,-aapeHopeLenTopa, B Tpadduke Mesiknx KOHKPEMEHTOB U3 CPEAHEN TPEeTU MO-
YeTo4YHMKa MPUHMMAIOT y4acTne KOMMNEHCaTOPHbIE MEXaHN3MbI, HAMpPaBJIEHHbIE HA YCUSIEHNE COKPATUTESIbHOM aKTUBHOCTU U
COoXpaHeHune penakcaumm ragkoMblLLEYHbIX KNETOK.

KnioueBble cnoea: HepponnTnas, Tpadrik Mesnkyx KOHKPEMEHTOB, IMTOKMHETUYECKas Tepanus, 611okaTop o, ,-aapeHopeLenTopa,
KOMMEHCATOPHbIE MEXaHN3Mbl MEPUCTANIBTUKA MOYETOYHNKA
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ABSTRACT

BACKGROUND. To date, the mechanisms of small stone elimination by lithokinetic therapy (LCT) have not been elucidated.
THE AIM of this investigation was to estimate the activity of receptors controlling the contraction and relaxation of smooth mus-
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cle cells (SMC) against the background of a1A-adrenoreceptor blockade during LCT in patients with small stones localization
in the middle third of ureter. PATIENTS AND METHODS. The study was prospective and included 40 patients in whom standard
LCT was done for localization of small concrements (<6 mm) in the middle third of ureter. The functional activity of receptors
modulating ureteric peristalsis was analyzed in vitro using platelet suspension. The agonists used were ATP, ADP, adenosine,
epinephrine, angiotensin-2 (Sigma-Aldrich Chemie GmbH, Germany) at EC50 concentrations causing aggregation at 50 %
in healthy subjects. Platelet aggregation was assessed by turbidimetric method on ChronoLog analyzer (USA). RESULTS. No
differences in the rate of small concrements elimination from the middle third of ureter was found in presence and absence
of a1A-adrenoreceptor blocker in LCT. Before LCT, a2-adrenoreceptor hyperresponsiveness, normoreponsiveness of purine
P2X1- and P2Y-receptors, adenosine A2-receptor and angiotensin AT 1-receptor were found. After 9 days of LCT with verified
elimination of concrements, an increase in P2X1-receptor and AT 1-receptor activity (p<0.001) was found regardless of the
administration of a1A-adrenoceptor blocker. P2Y-receptor hyperresponsiveness was seen in the presence and normorepon-
siveness in the absence of a1A-adrenoreceptor blocker in LCT. CONCLUSION. At the lithokinetic therapy irrespective of a1A-
adrenoreceptor blocker prescription, compensatory mechanisms, aimed at enhancement of contractile activity and preserva-
tion of smooth muscle cell relaxation take part in the traffics of small concrements from the middle third of ureter.

Keywords: nephrolithiasis, small stone traffic, lithokinetic therapy, a1A-adrenoreceptor blocker, compensatory mechanisms
of ureteric peristalsis

For citation: Barinov E.F., Grigoryan H.V., Malinin Yu.Yu. Influence of a,,-adrenergic receptor blocker on the mechanisms of elimination of small
stones from the middle third of the ureter. Nephrology (Saint-Petersburg) 2023;27(1):61-68 (In Russ.). doi: 10.36485/1561-6274-2023-27-1-61-68

Jlo HacTosIero BpeMEHU MPUYHMHBI HU3KOH (-
(EKTMBHOCTH Ha3HA4YEHUs 0 ,-aJPEHOOIOKATOPOB
(a-ADB) B coctaBe nutoknnerudeckoit reparnuu (JIKT)
OCTaroTCs He BBISICHEHHBIMH. CUuTaeTcs, 4To OJ0Ka-
71a 0., -aJIPEHOPELENTOpa 00ECTIEYNBAET PETAKCAIIHIO
raKo-MelmedHbx kietok (I'MK), mumaramuro mpo-
CBETa MOYETOUHHKA U DIUMUHAILUIO KOHKPEMEHTOB.
Tem He MeHee, PaHIOMU3UPOBAHHBIC MHOTOIICHTPO-
BBIC MICCIICJIOBAHMSI HE JTOKA3ald MPEUMYIIECTBA Ta-
KOW Tepanmuy B OTHOIIEHWH MEITKHX KOHKPEMEHTOB
(<6 mm) [1]. C Hame#t TOYKH 3peHUs, TaKask CUTYyaIlus
o0BbsicHIeTCs psAfoM (DakTOpoB. Bo-mepBhIx, HU3Kas
3¢ (EeKTUBHOCTh JIIMMUHAIIMM KOHKPEMEHTOB TIpU
Ha3HaueHuU o-Ab MOeT ObITh CBsi3aHA C OCOOCHHO-
CTSIMH PETYJSIITAH TTePUCTATBTUKE MOUYCBBIBOISIINX
myteit (MBII) pu Tpaduke KOHKPEMEHTOB Pa3HBIX
pa3MepoB; BKIIOUEHHEM KOMITEHCATOPHBIX MEXaHM3-
MOB, 3aBHUCSIIUX OT JOKaJU3aI[Ml KOHKPEMEHTOB B
MBII; crenenbto o0Typanuu MoyeTodHHKa. Jlormy-
HO TPEeJIoI0KHUTh, YTO MpHU Hanuuuu cpenuux (10—
20 MM) u KpynHbBIX (>20 MM) KOHKPEMEHTOB, KOTIa
BOCITPOU3BONIUTCS TIOJHAsA OOTypaIys MPOCBETa MO-
YETOUYHUKA, HEOOXOIMMO JOCTUTAaTh MaKCHUMaJIbHON
penakcanuu ['MK B cTeHke MOYETOUHHMKA, TOTIA KaK
TpadhuK MENKHX KOHKpEMEHTOB (<6 MM) TpeOyet
(ha3HOTO yCHJICHHSI COKPAaTUTEIbHOW aKTUBHOCTH
MeItiedHoit obomouku MBII. Tlocnennee moctura-
eTcsl KaKk aJpeHEepPrHYecKUMH, TaK M HeaJpeHepru-
YEeCKUMH MEXaHW3MaMH, PETYIUPYIOIIUMH TepH-
CTaJBTUKY MOYETOUHHUKA [2]. B 3TOH cBsI3u momnbiTKa
CEJIEKTUBHOTO BBIKIIOYEHHS 0O ,-aJPEHOPELENTOPA,
KOHTPOJIUPYIOIIETO COKPAICHUE MBIIICYHOH 000-
JIOYKA MOUYETOYHHWKA, HE TapaHTUPYET IUMHUHAIIUU
KpPYTHBIX KOHKPEMEHTa, €CIU OCTaJbHBbIE JEeHCTBY-
IOIME MEXaHW3MBI TOJICPKUBAIOT CIACTHYECKOE
coctosinue MBII. Bo-Broprix, BBenenue o-Ab ma-
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[UCHTAM MOXKET OKa3aThCsi Manod(p(eKTUBHBIM MpH
HU3KOH CEHCHTHBHOCTH O -aJPEHOPELENTOpa MK
YMEHBIIICHUH CEKPEIuN HOPaIpeHaJINHA W3 TMPEeCcH-
HANTHYECKOW YacTH HEWPOMBIIIEYHOTO CHHAIca B
MBII. B 3ToM KOHTEKCTE NMpeCTaBIsIeT HHTEPEC aAK-
TUBaIUs cuMnaruko-aapeHanoBoir cucrtembl (CAC)
npu HedposauTHa3e, MOCKOJIbKY Ha (OHE BBEICHUS
0-Ab CHIKaeTCs CTUMYJIAINS O, -aPEHOPELENTOpa
Ha 'MK, HO 1Tpu 5TOM COXpaHsSeTCsi BO3MOXKHOCTh CO-
KpalieHusi MbledHoii obonouxku MBII BciencrBue
CTUMYJISILMU  aJPEHATIMHOM  0,,-aIPEHOPELENTOPA.
Bonee Toro, mpu CTUMYJISIMU O, -aAPEHOPENENTOPA
Ha MPECUHANTHYCCKONW YaCTH HEPBHOTO OKOHYAHWS
MOXKET CHIDKATHCS CEKpelrs HOpaapeHanHA B CH-
HaNTHYECKYIO IIenhb [3]; Kak CIeCTBHEe, YMEHBIIa-
€TCs CTUMYJIALMSA O, , -aJ[PEHOPELENTOPA, YTO CTABUT
T10J] COMHEHHUE 11eJIecO00pa3HOCTh Ha3HaYeHus a-Ab.
Takum 00pazom, 3pPEKTUBHOCTD AIUMUHAIIMHA KOH-
KPEMEHTOB IIPU Ha3HAYCHUHU 0-Ab MOXET 3aBHUCETh
OT CTUMYISIIMU 0O, - U O,-aapeHoperentopos I'MK,
YTO OOOCHOBBIBAET HEOOXOMUMOCTH HCCIIEIOBAHUS
CEHCUTHBHOCTH Pa3HBIX THUIIOB aJIpEeHOPEIENTOPOB
npu JIKT. B-tpetbux, npu oueHke 3¢dekTuBHOCTH
Ha3zHaueHUs 0-Ab HeoOXoIMMO aHATM3UPOBATh UHTE-
rpatuBHoe BrnusHue Ha ' MK Bcex mpemnapartos, BXO-
namux B cocraB JIKT, B Tom uucie, HECTEPOUAHBIX
MIPOTHBOBOCTIATUTENBHEIX — TipenaparoB  (HIIBII),
CIa3MOJIUTHKOB, OokaTopoB Ca’’-kaHaJIOB, BOIHO-
AIIEKTPOJIUTHBIX PACTBOPOB, a TaKKE CPEICTB s
npodunakTuku u nedeHus napexkuuit MBI [4]. Ta-
KOM METOAMYECKUH MMOAXO0]1 HO3BOJIUT aHAJIU3UPOBATh
TaK Ha3bIBaeMbIe HeCTIeIU(PUICCKUE MEXaHU3MbI MO-
JTYJSIIIAA MBIIIEYHOW 000JIOYKH MOYETOYHWKA, BO3-
HUKAIOIIHE B PE3yNbTaTe MPSIMOTO HITH OTIOCPEIOBAH-
HOro Bo3zaeicTBus Ha romeoctas I'MK paznuunbix
dapmakosorunueckux npenaparon JIKT.
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Lenb ncciienoBaHKs — OLIEHUTh aKTUBHOCTD PELIeTI-
TOPOB, KOHTPOJMPYIOIIMX COKpaleHue (0.-aJpeHo-
perenTopa, mypuHoBbIx P2X - u P2Y-penentopos, an-
ruorensunoBoro AT -penentopa u TxA2-penenropa)
n penakcanuto 'MK (anenozunoBoro A2-penientopa),
Ha (oHe ONMOKabI 0 ,-aIPEHOPELENTOPA B MPOLECCE
JMTOKMHETUYECKON TEpaluu y MalUEHTOB C JIOKAJIU-
3anued Menkux (<6 MM) KOHKPEMEHTOB B CpEAHEH
TPETH MOYETOUHHKA.

NMAUUEHTbBI U METOAbI

HccnenoBanue HOCHIO MPOCIEKTUBHBIN Xapak-
Tep ¥ BKI0Uano 40 ManueHToB ¢ BU3yaIH3allnOHHbBI-
MU NPU3HAKAMHU HAJIM4YUsI KOHKPEMEHTOB B CpelHEH
TPeTH MOYETOYHHKA. BceMm manmueHtam Ha 3rane
TOCIUTAIN3AIMHN IPOBEICHO KOMITJICKCHOE KIIMHUYe-
CKoe o0cieoBaHue M0 TPAAULIMOHHON cxeme, MpH-
HATOH Uil AMAarHOCTHKHA HedpoiuThaza (KajaoObl,
cOop anamHe3a, (PU3UKATBHBI OCMOTpP, KJIMHHUKO-
HWHCTPYMEHTAJIbHbIE HCCIIEOBAHUS, YJIBTPa3BYKOBOE
o0creroBaHNe ¥ KOMIIBIOTEpHAs TOMOrpadus MoYexk,
MHUKPOOHOJIOTMYECKUH 1OCeB MOUH, JabopaTopHbIE
HcclieloBaHusl KpoBH M MouM). [lanmentam HasHa-
ganack crangaptHas JIKT, sBxmrowarommas: HIIBII,
CMa3MOJIUTHKU M aHTHOMOTHKH. Koropry manueHToB
JBOMHBIM CJICTIBIM METOAOM pacIpeleiiii Ha JBe
rpynmsl: B 1-# (25 genoBek) — BBomwiH miare0o, Bo
2-ii (15 yenosek) rpynne HazHadanu OIOKaTop o, -
aapeHoperenropa (tamcynosus, 0,4 mr/cyr). Cpen-
HUN pa3Mep KOHKpeMeHTa cocTaBui B 1-i rpymme
4,65+1,0 MM (min—max 2,0-6,0 Mm), Bo 2-i rpyrime —
4,20£1,2 mm (min—max 1,0-6,0 MM); MEXTPYIITIOBBIX
pasnuunii pazmepa He BbisBIeHO (p>0,05). YuuThI-
BaJIM YacTOTY SJIMMHUHALMM KOHKPEMEHTOB 3a 1-3-,
4-6-¢ u 7-9-e cyTKH, a TaKKe CKOPOCTb Tpaduka
KOHKPEMEHTOB OTHOCHUTEJIbHO HMHTEpBala BPEMEHH
B TEUEHHE KOTOPOTO 3aBEPIIAIOCHh BBIBEJICHUE KOH-
KpPEMEHTa U3 CpefaHell TpeTn MoueTouHuKa. Dddek-
TUBHYIO 3JIMMUHALAI0 KOHKPEMEHTA [IPU3HABAJIN CO-
CTOSIBLLICHCS, €CNIM IO JTAaHHBIM BH3YaJIM3aLMOHHOTO
KOHTPOJISl B TeUEHHUE 9 CyT MPOU30LLIO TIEpeMELIeHUE
KOHKpPEMEHTa U3 CpeJHel TPEeTH MOYETOUYHHKA B €ro
HWKHIOIO TPETh, HHTPaMypallbHBI OT/EN WJIH TPO-
CBET MOYCBOTO IY3BIPST; TIpH HEAPHEKTUBHON IITUMHU-
HalM{ — JIOKaJIN3alusl KOHKPEMEHTa COXPaHsUIach B
npezenax CpeiHe TPeTH MOUYETOUHUKA Ha IPOTSKe-
Hun 10 cyt. Ilporokon mcciemoBaHusi arperanuoH-
HOM crocoOHocTH Tir cooTBeTcTBYeT EBpormeiickum
PEKOMEHAIUsIM 110 CTaHAapTU3allK arperaroMe-
Tpuu [5]. Ouenky arperanuu Tir (ATr) mpoBoamiIN
TypOMANMETPUYECKUM METOOM Ha aHaJIu3aTrope
ChronoLog (USA). TpoMGoLuTs! OOJIBHBIX HCIIOIb-
30BaJIM B Ka4eCTBE MOJIEJIN JJIsl OLECHKUA (YHKIHO-
HaJIbHOH aKTHBHOCTH 0L,-a/IPEHOPELENTOPa, IypUHO-

BbIX P2X - m P2Y-penentopos, aHTMOTEH3UHOBOTO
AT -penienitopa, TXA2-perentopa v aJeHO3HHOBOTO
A2-peuenrtopa. B uccienoBanuu UCmosib30Balin aro-
HUCTBI COOTBETCTBYIOLIMX PELENTOPOB: MUHEPPUH,
AT® u AJI®, anruoreH3nH-2 u ajieHo3uH («Sigma-
Aldrich Chemie GmbH», [epmanust). B KOHIIEHTpaIIu-
ax EC,, BbI3bIBalOmuX aMIumrtyy arperaunu 50 % y
3IOPOBBIX JHIL. J{JIs1 ompeneneHusi WHANBHTyaTbHON
crocoonoctu HIIBIT wHrHOMpoBarh MHUKIOOKCHTE-
Hazy (LIOI') TpoMOOIMTEl IpeABapUTEILHO HHKYOH-
pOBaJH C aCIUPUHOM, TIOCTIE YeTo JO0aBISIIN apaxu-
JIOHOBYIO KHCIOTYy [6]. B manHOM TecTe kputepueM
aktuBHOCTH IOl sBsiercs TxA2-unaynupoBaHHas
arperauusi Ti, BBIpaXXKEHHOCTh KOTOPOM 3aBUCUT OT
CTETICHH MHTHOWpPOBaHUS MeTabolM3Ma apaxuaoHO-
BOH KHCIIOTBL. Bce KIMHUYECKUE MCCIIEeIOBAHUS BbI-
TIOJTHEHBI 110 COTYIACOBAHUIO C KOMUCCHEH 10 OMOITH-
ke OO BIIO «J/loHenmkoro HalMOHAJIBLHOTO MEu-
LIMHCKOTO YHUBepcuTeTa uM. M. T'opbKkoroy.
CraTucTHYecKuil aHajdu3 TONYYEeHHBIX JTaHHBIX
MIPOBOJIWIIA C WCIOJB30BAHUEM OOIIEMPHHATHIX I1a-
paMETPUYECKUX W HENapaMeTPUYSCKUX METOJIOB.
IIpumeHsinM CTaHJAPTHBIE METOJbl OIMUCATEIbHOU
CTaTUCTUKU. METO/Ibl OMUCATENbHON CTAaTUCTUKU
BKJTFOUAJIH B c€0s1 OIIEHKY CpeIHero apupMeTHaecKo-
ro (M) u cpenHekBaapaTudeckoro otkiioHeHus (SD),
a taxke menuany (Me) u kBaptmimu (25 %—75%).
.CTaTUCTHYECKYIO 3HAYUMOCTh MEKTPYIIIOBBIX Pa3-
JIMYUN KOJIMYECTBEHHBIX TEPEMEHHBIX ONpeaesiin
¢ TIoMoIIbI0 AucniepcuoHHoro ananmsa (ANOVA),
KpuTepuss MaHHa—YUTHU WIH YWUJIKOKCOHA, OWHAp-
HBIX [IEPEMEHHBIX — C MOMOIIBIO XU>-KpuTepus. s
OIIEHKH B3aWMOCBSI3U JIBYX TMEPEMEHHBIX HCIOIH30-
BaJI KOPPEJISIUOHHBIN aHAIM3 C PAcYeTOM Herapa-
MeTpHuueckoro kodhunmenTa koppemsinun Crimpme-
Ha (Rs). HyneByio cratuctuyeckyro rumnoresy o0 oT-
CYTCTBHUH Pa3IWIHil U CBs3ei oTBepraau mpu p<0,05.
Jls pacyeToB UCTIONB30BaJIH AIEKTPOHHBIE TaOIUITBI
Microsoft Excel 2017 («Microsoft Corp.», CILIA).

PE3VYJIbTATbI

IIpoBeneHHOe HccieoBaHUE HE BBISBUIIO Pa3iiu-
yuif (p>0,05) yacTOTHI AMMHUHAIIUN METTKUX KOHKpPE-
MEHTOB M3 CpeIHEel TPeTH MOYETOYHHKA depe3 1-3,
4—6 1 7-9 cyT y mauMeHToB NpU Ha3HaueHuu o-Ab u
ero orcyrcTBun B coctae JIKT (Tabm. 1).

CrnenoBarenbHO, 3((GEKTUBHOCTD SIMMHHALUH
MEJIKMX KOHKPEMEHTOB B DPAa3JIMYHbIE MPOMEKYTKU
Bpemenn JIKT He 3aBucena ot HazHauenus o-Ab. Uto
KacaeTcsi CKOPOCTU BBIBEIEHUS MEJIKUX KOHKPEMEH-
TOB, TO ObICTpas AruMuHaNM (32 1-3 cyT) nmena me-
CTO y 5 MaIlMeHToB, MPOMEeXyTo4Has (3a 4—6 cyT) —y
13 u mennennast (3a 7-9 cyt) —y 12 naunentos. daxt
HaJIMYUs MAUeHTOB ¢ Pa3HOM CKOPOCTBHIO ITMMHUHA-
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Tabnuua 1/ Table 1

YacToTa anmMmmnHauum menkux (<6 Mm) KOHKPEMEHTOB NPU HaJIM4YUKU U OTCYTCTBUM OnokaTopa
o, ,-ajpeHopeLenTopa B CXxeme JIMTOKUHeTUYEeCKOW Tepanumn
The frequency of elimination of small (<6mm) calculi in the presence and absence of an
o, ,-adrenergic receptor blocker during lithokinetic therapy

Mpynnbl KonnyecTBo naumeHToB Cpok HabnogeHus

1-3cyTt 4-6 cyT 7-9 cyT 10 ¢yt
1-a (n=25) Bcero o6¢cnenoBaHHbIX 25 22 12 6
0-AB (-) C anMMMHaLMel KOHKPEMEHTOB 3(12,0 %) 10 (45,4 %) 6 (50,0 %) 0
2-a (n=15) Bcero o6¢cnenoBaHHbIX 15 13 10 4
0-AB (+) C anMMMHaLMeln KOHKPEMEHTOB 2(13,3%) 3(23,1%) 6 (60,0 %) 0

LIMU KOHKPEMEHTOB (IIpU CXOAHBIX pa3Mepax U JIo-
Kallu3alui) OTpakaeT WHIWBUIYAJIbHYIO CKOPOCThH
¢dopmupoBanus 1 3PpHEKTUBHOCTH KOMIICHCATOPHBIX
MEXaHH3MOB, 00€CIIeUNBAIOIINX TPAPUK KOHKPEMEH-
ToB. HeaddexkrnBHas snmuMUHAIIAS KOHKPEMEHTOB,
KOTOpasi yuuThIBaimach yepe3 10 cyT, mposBisiiach B
paBHOM CTENEHU HE3aBUCUMO OT Ha3HaueHus o-Ab: B
1-# rpynme takux ciydaeB Obuio 6 (24,0 % oT Bcero
KOJIM4eCTBa OOCIIeIOBaHHBIX MAIlMeHTOB B TPYIIIE),
BO 2-if rpymme — 4 (26,7 %) uenoBexa.

Tunomesa — ipu HedponutHaze B cteHke MBII
(hopMUpYIOTCSI KOMITEHCATOPHBIE MEXaHW3MBI, Ha-
MpaBlIieHHbIE HA OJIIMMUHAIIMIO KOHKPEMEHTOB. B
OCHOBE (POPMHPOBaHUSI STUX MEXAHH3MOB JICXKAT
KaK CUCTEMHbIE, TaK U OpraHHbIE MAaTOreHETHYECKHe
(bakTOpBI, MOSBIEHNE KOTOPBIX CBS3aHO C HAJHYHEM
KOHKpEMEHTa B TPOCBETE MOUYETOYHHKA, Hapyle-
HUEM TIacca)ka MOYW U TIOBBIICHUEM BHYTPUIIOMH-
HaJBHOTO JaBieHus. [Ipu 3TOM BO3MOXKHO ITOBBIIIIE-
HUE aKTHBHOCTH cummaTuko-aapenanoBoi (CAC) u
penunH-anrnotensuHoBoil (PAC) cucrtem, HWHUIUH-
PYIOIIUX CTpPECC-peakilnio, KOTopasi COMPOBOXKIALT-
CSl CTUMYIISLINEN 0-aJpEeHOPENENTOPOB U aHTHOTEH-
3uHOBBIX AT-penentopoB. Henb3si UCKIHOUNUTH, YTO
gaszHauenue narmentam HIIBII ¢ nensro ananresuu
Ipoliecca CIIOHTAHHOTO MPOABUKEHHSI KOHKPEMEHTa
B pa3HOW CTENeHM MONYJIMPYET pejakcallio CTEH-
K1 MoueTouHrKa. CIpaBeINBOCTh JaHHOW THIIOTe-
3B 0a3upyeTcs Ha CIeAyomux ¢akrax: GepMEHTHI
HOTI-1 u HOI'-2 npeacraBiieHbl B NPOKCUMAIbHOM U
JUCTAIILHOM OT/IeJlaX MOYETOYHHKA YeJOBeKa, IPH-
yem cunte3 [[OI'-2 yBenuuuBaeTcs npu AuiiaTanuu
MBII [7]. BBeneHue CeJIGKTUBHBIX WHTHOUTOPOB
LOI'-2 compoBoXaaeTCsI CHUKCHUEM JaBICHIUS B JI0-
XaHKe MPH 00CTPYKITUH MOYETOUHHKA [ 8]; HHTHOUTOP
HOI" cHMKaeT COKpaTUMOCTh MOYETOUHUKA YEJIOBE-
Ka, 3PEKT MOKET OBITh CBS3aH C YMECHBIIICHHEM TO-
HUYECKOTO M (pa30BOr0 COKpaIeHHE BCIICACTBUE HH-
rHOMpOBaHUs TOTEHIUAI-3aBUCHMBIX Ca’’-KaHaIoB
[9]. TakuMm obOpazom, eciu Ipu HE(HPOIUTHASE 3aKITa-
IBIBAIOTCS MOJICKYIIAPHBIE MEXaHW3MBI, HaIllpaBJIeH-
HbIE HAa DJIMMHHAIMIO MEJKHX KOHKPEMEHTOB, TO B
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(hOpMHUPOBAHHUH ITUX MEXaHU3MOB MOTYT PUHUMATh
y4acTHe 0. -apeHopenenTop, mypuHosbie P2X - u
P2Y-peuenTtopsl, aneHO3WHOBBIN A2-penenTtop, aH-
ruorensuHoBblid AT -penentop, peuentop k TxA2;
yKa3zaHHBIE PENeNTOPhl MOIYIHUPYIOT YPOBEHb BHY-
TpuksietouHoro Ca?*, KOTOPbIil SBJISETCS TPUTTEPOM
¢ynkaun ['MK mMoueTouHHKa.

Hccenedosamenvekuil 6onpoc — BIMSAET M HEPPO-
JUTHA3 Ha aKTHBHOCTh PEUENTOPOB, MOIYIHPYIO-
IIMX YpOBeHb BHYyTpHKIeTouHOro Ca’’ B KIIETKaX-
mutnieHax? llpoBemeHHoe wccieqoBaHWe Ha IJTa-
e TOCIUTaIu3anny TanueHToB (mo Havama JIKT)
BBISBUJIO TMIIEPPEAKTHBHOCTD O, -aJIPEHOPEENTOpa
(64,8£0,4%; 95% N 64,0-65,6%), HOpMOpeak-
tuBHOCTE (50,0+5,0%) mypunosbix P2X - u P2Y-
pEIEenTOPOB, aJACHO3MHOBOTO A2-perenrtopa W aH-
ruoteH3nHoBoro AT -perenTopa, a Takke THIOpe-
akTuBHOCTHh TXA2-penenitopa (32,9+0,6 %; 95 % AU
32,2-33,6%). IlpuBencHHbIC JaHHBIC MOATBEPIKIA-
10T Bo3MokHOCTh yuactuss CAC npu Hedponutuase
B (hOPMUPOBAHMHM KOMIICHCATOPHBIX MEXaHH3MOB,
CITOCOOHBIX TIOBBICUTH COKPATHTEIHHYIO aKTHBHOCTH
MBIIIIEYHOW 0O0JIOUYKH MOYETOYHHKA. MOKHO TaKke
KOHCTaTupoBaTh Hanuuue penakcauuu ['MK Bcnen-
cTBue uHruouposanus aktuBHoctu LIOI' u cuHTe3a
TxA2, obycnosnennoi Haznauenuem HIIBII Ha sta-
Te, MpeIeCTBYIOIIEeM TOCIUTATN3alUH TallieHTOB.

Hccneoosamenvckuti sonpoc — Biusetr ym JIKT
MpU OTCYTCTBUHU 0-Ab Ha aKTUBHOCTH PELENTOPOB,
MOIYAPYIONUX TPaPPUK MEIKHX KOHKPEMEHTOB B
cpenHelt Tpetu MmoueTounuka? MccaenoBanue npose-
neHo uepe3 9 cyT JIKT u kacaerca 19 ciyuaes ¢ Bepu-
(GUIMPOBAHHON IMMHUHAIIMECH KOHKPEMEHTOB, KOT/Ia
He HazHavaimch 0-Ab (1-a1 rpymma). YcTaHOBIICHO,
YTO BEAYUIMMH HHIYKTOPaMH COKPAaTHUTENHHOW aK-
tuBHOCTH MK 0b11H1 AT®, AJI® 11 AH-2 (Tadm. 2).

[To cpaBHEHHUIO C ICXOIHBIMU 3HAUESHUSMHU (Ha ITa-
e roCHUTaIM3alki) akTuBHOCTE P2X -penentopa,
P2Y-peuentopa u AT -penentopa nosbiinanach Ha
32,1, 17,7 n 16,4 % cootBerctBenHo (p<0,001). BoI-
SIBJIEHA KOPPEISAIIMOHHAS CBA3b MEXK/TYy aKTHBHOCTBIO
P2X -peuentopa m AT -peunenropa (r =0,649;

P2X-AT
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Tabnuua 2 / Table 2
AKTMBHOCTb peLenTopoB, MOAYINPYIOLLUNX
YPOBEeHb BHYTpUKneTo4yHoro Ca?* yepes 9 cyr
JIMTOKMHETUYECKOM Tepanuu, He BKJIloYaloLein
G6nokatop a,,-aapeHopeuenTopa (n=19)
Activity of receptors modulating intracellular Ca2*
after 9 days of lithokinetic therapy not including
a,,-adrenergic receptor blocker (n=19)

AroHucTt AKTUBHOCTb PELENTOPOB HA N30JIMPOBAHHbIX
TpombouuTax (%)
CpenHee 3Ha- | Paamax JNeBbIi MpaBbliit
yeHne X=SD | (min—-max) | (95% ON) | (95% )
ATD 64,6+1,0** |58,0-71,0 62,5 66,7
AH-2 63,7+0,8*** |59,0-70,0 | 62,0 65,5
AOD 61,2+2,1*** |46,0-71,0 | 56,6 65,7
AppenanuH | 54,7+£0,7*** | 48,0-58,0 | 53,1 56,3
P10<0,05
ApneHosvH | 51,4%2,1 39,0-64,0 | 47,0 55,8
TxA2 44,5+0,2*** 143,0-47,0 | 44,0 451
PAJleHOSMH<0’O1

*** p — [OCTOBEPHOCTb Pasfnyuii nokasaTenss OTHOCUTESIbHO
3Ha4YeHui Npy rocnUTann3aumm naumMeHToB Ha yposHe p <0,001.
p — BEPOSITHOCTb pas3nn4yuii akTUBHOCTM peLLenTopa OTHOCU-
TEeNbHO TaKOBOW NPV BO34ENCTBMM NPeablAyLLEr0 aroHUCTa.
*** pis the probability of differences in the indicator relative to the
values during hospitalization of patients at the level of p <0.001.
p is the probability of differences in receptor activity relative to
that under the influence of the previous agonist.

Tabnuua 3 / Table 3
AKTUBHOCTb peuentopoB (%),
MOAYNUPYIOLWMNX YPOBEHb BHYTPUKIETOYHOIO
Ca?*, yepes 9 CyT INTOKUHETUYECKOIA
Tepanuu, BKAlO4alowei 6nokatop o ,-
agpeHopeuenTopa (n=11)
Activity of receptors (%) that modulate the level of
intracellular Ca?* after 9 days of lithokinetic therapy,
including an a, ,-adrenergic receptor blocker (n=11)

AroHucT AKTUBHOCTb peuenTopoB Ha N30NNPOBAHHbIX
TpombouuTax (%)
CpepnHee Pa3zmax JleBbiin MpaBbin
3HaueHvie (min — (95% ON) | (95% OU)
X+sD max)
ATD 64,3+1,3*** |59,0-70,0 |61,3 67,2
AH-2 63,9+1,0*** |60,0-70,0 |61,5 66,3
A0D 55,0%3,2*
P, <0,05 41,0-69,0 (47,7 62,3
AgpeHanuH | 51,8+1,8*** [45,0-62,0 | 47,8 55,9
AneHosvH | 46,1+3,0 35,0-59,0 (38,5 52,7
TxA2 43,7+£0,7*** |39,0-47,0 | 42,2 45,3

* [lOCTOBEPHOCTb Pa3nuyuii nokasarenss OTHOCUTENbHO 3Have-
HUA NpY rocnuTann3auum naumMeHToB Ha yposHe p <0,05; ***
Ha ypoBHe p <0,001. p — BEpPOSATHOCTb Pas3nnyunii akTUBHOCTHU
peuenTopa OTHOCUTESIbHO TaKOBOW NMpu BO3OENCTBUN Npeablay-
Lero aroHucTa.

* P is the probability of differences in the indicator relative to the
values during hospitalization of patients at the level of p <0.05;
*** at the level of p <0.001. P is the probability of differences in
receptor activity relative to that under the influence of the previous
agonist.

p<0,05), a Takke MEXKIy aKTHBHOCThIO P2Y-
peuenTtopa M o -aapeHopeuentopa (1, ,=0,335;
p<0,05). AxTtmBHOCT, A2A-peuenTopoB HaXOIH-
Jachb Ha YpOBHE HOPMOPEAKTUBHOCTH U COOTBET-
CTBOBaJIa TAKOBOM NP rOCMUTAIN3ALNHN MAIUEHTOB;
YCTaHOBJIGHA OTpHIlATENbHAs KOPPEIAIUS MEXIY
aKTHBHOCTBIO A2A-penentopa u P2X -penenropa,
AT -peuenrtopa (r,,, ,,,=0,580 wn 1, =0478;
p<0,05). Hannume xoppersiiiMOHHBIX CBSI3eH CBHIE-
TEJIbCTBYET O BOBMOKHOCTH B3aMMOJIEHCTBUS peLen-
TOPOB TIPU HEOOXOJMMOCTH YCHJIEHUSI COKpAIEHUs
WIN TIOJIEPKaHus pelaKcalii MBIIIEYHONH 0005104-
KA MOYETOYHHMKA. B KOHTEKCTe aHaiu3a MEXaHW3-
MOB AMJIATallM{ IPOCBETAa MOYETOYHMKA NPH JIOKa-
JM3alUU MEJIKUX KOHKPEMEHTOB CJIEAYyeT OTMETUTD
HOpMoOpeakTUBHOCTh TxA2-penenropa. Ilockonbky
B coctase JIKT ne npemxycMoTpens! hapmakosoruye-
CKHE Tpenaparbl, crelu@uIeckd CTUMYIUPYIONIUE
P2X -peuentop, P2Y-penenropa u AT -penenrop, To
3MUMMHALMS KOHKPEMEHTOB SBIISAJIACH CIEACTBUEM
BKJIIOUCHHSI KOMIICHCATOPHBIX MEXaHU3MOB, IIPHYEM
HanpapJIeHHBIX Ha YCHJCHHE COKpPAaTUTEIbHOH aK-
tuBHOoCcTH ['MK. CrieactBuemM mporeccoB oOpa3oBa-
HUs afeHo3uHa u uHrnouposanus LIOI™ Mmoxert ObITH
coxpaHeHue (PU3MOJIOrMYeCKOro yPOBHS pelaKcaluy
I'MK. Takum obpazom, npu JIKT, He Brirouaromien
oAb, Tpurrepom pasBUTHSI KOMIICHCATOPHBIX MeXa-
HU3MOB B MOYETOYHHMKE MOXeT ObITh akTuBaus PAC,
KOTOpasi COIPOBOX/IAETCS HAPYLIEHHMEM MHUKPOLUp-
KYJISIIIMU, Pa3BUTHEM THUIOKCUH/MIIEMHUU B CTEHKE
MBI, ycuieHneM MypruHOBOTO MeTaboIm3Ma U CTH-
MyJsinueit P2-penentopos.

Hccnedosamenvckuii 6onpoc — WM3MEHsIETCS JTH
AKTHBHOCTb PELENTOPOB, 00ECICUUBAIOIINX (YHK-
[IMOHHPOBAaHUE KOMIIEHCATOPHBIX MEXaHW3MOB IpHU
SNUMUHAIMA MEJKHX KOHKPEMEHTOB W3 CpeaHen
TPETH MOUETOYHWKA B CiIydac HazHaueHHWs o-Ab?
UccnenoBanue nposeneHo yepes 9 cyr JIKT u xa-
caercs 11 ciaydyaeB Bepu(UITMPOBAHHON >ITUMHHA-
MM KOHKPEMEHTOB NpH HCIoib3oBaHMH 0-Ab B
cxeme JIKT (2-1 rpynmna). IlomydeHHble pe3ynbra-
Thl CBHUJETENBCTBYIOT O HAJIWYMM THIEPPEaKTHBHO-
cru P2X1-penenropos n AT -penentopos, HOpMO-
peaktuBHoct P2Y-penentopa, A2A-peuentopa,
02-agpeHoperenTopa U TUMOPEAKTUBHOCTH TXA2-
peuenTtopa (tabn. 3). [lpuuem, cyns no manusv 111
KBapTWJIS, Y 4acTH MAIeHTOB MMeJla MECTO TUIlep-
peakTuBHOCTh P2Y-penenTopa.

OOHapy)XeHa KOpPPEIAIMOHHAS CBSI3b MEXIY
akTMBHOCThIO P2X -peneniropa u AT -peneniropa
(Tpyy o;=0,433; p<0,05), a TarKe MEXTy aKTHBHO-
cThio mypuHOBbIX P2X - u P2Y-penentopos (r,,, .,
=0,543; p<0,05). BoisBnena oTpuuareabHas Kop-
peILIUs MEXITYy aKTUBHOCTRIO A2A-pementopa u
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AT -penenropa, P2X -peuenropa (r,,, ,,=0,507;

T 0-418 p<0,05). MexrpynnoBoit ananus He
BBISIBUJI 3HAQUMMOW pa3HUIBl aKTUBHOCTH PELENTO-
POB, MOAYIUPYIOUIMX COKpAIleHHEe W pacciiabieHue
I'MK, a crnenoBaTenbHO, BBIPAXXECHHOCTH KOMIICH-
CaTOPHBIX MEXaHM3MOB B MOUYETOYHHKE HE 3aBHCUT
oT Ha3HaueHus 0-Ab. JIormuHO MPEAOI0KUTE, YTO
noBblieHue cokpauieHust MK sBasiercss ompene-
JSIEOIIUM (aKTOPOM ISl SIIMMHHALMM MEJIKHX KOH-
KPEMEHTOB U3 CPEJHEN TPETH MOYETOUHUKA. B 310N
CBSI3U NMEPCHEKTUBHBIM IPEICTABIIAETCS HCCIIE0Ba-
HUE TYPUHOBBIX P2-perientopos, MO3BOJSAIONINX TPU
HEOOXOOMMOCTH YCHJIUTb COKPAaTUTEJIbHYIO AKTHB-
HOCTb MOYETOYHHKA.

OBCY>XXAEHUE

Jlo HacTosIero BpPeMEHU OTCYTCTBYET LIEJIOCT-
Hasl TEOpHUS PErysIMY MOTOPUKHM MOYETOYHHKA TPU
HepoIUTHA3E, YTO CICPKHBACT pazpaboTKy d¢-
tdextuBHoM JIKT. IlpoBeneHnsiii metaanamm3 [10]
MOKa3aJl, 4To MpH Ha3HayeHuH o-Ab yactora oTCyT-
crBusa kamueil B MBII Oblia 3HaUMTENBHO BBIIIE, a
BpeMs UX AIIMMUHALIMKM — MEHBIIIE; KOJIUYECTBO JIIH-
30/I0B «IIOYEYHOW KOJIMKW», norpedHocTs B HIIBII
M 4YacTOTa TOCHHUTAIU3AIUU — TaKXKe CHIKAJIHCD.
Cunraercs, 4t0 S()PEKTUBHOCT HA3HAYEHUSA O, -
aJpEHOOIIOKATOPOB BHIIIIE TIPH HAJIMYWH Y TTAITUEHTOB
KpYITHBIX KOHKpeMeHTOB (> 5 mm) B MBII; ograko, He
obHapyxeHa 3aBucumocth 3¢dexruBnoctu JIKT ot
PAacIosIoKeHHsI KaMHs U THIA 0. ,-aPEH00I0KaTOpa.
BeiBonbI aHAOTHYHBIX HccaeaoBanuii [11] Bo MHO-
TOM COBIMAJAIOT C BBIIICTIPUBEICHHBIMU 3aKIIIOYe-
HusMU. [lomyyeHHBIE HAMU PE3yNbTaThl He BHISIBIIIN
3HAYMMBIX Pa3INYUi 9YacTOTHl M CKOPOCTH AIIMMUHA-
UM MenkuX (<6 MM) KOHKPEMEHTOB U3 CpelHeH H
HUKHEW TPeTH MOYETOUHHUKA MPH HAIUYUH U OTCYT-
ctBuu 0-Ab B cocrase JIKT. CrnenoBarensHo, penak-
carst ' MK BcnenctBre Bo3nmelicTBus a-Ab He sBis-
eTCsl OMpEeAeIAIONNM (DaKTOpPOM TIPHU DITUMHHALINN
MEJKUX KOHKPEMEHTOB. MOYKHO MPEATIOIOKHUTH, YTO
[IPU [IPOYUX PABHBIX YCIOBUSX (pa3Mep KOHKPEMEHT
U €ro JIoKanu3auus, HazHaueHue crangaptaoit JIKT)
TpapPUK KOHKpEMEHTa OmpeeseTcsi (QYHKIIMOHH-
pOBaHKEM KOMITEHCATOPHBIX MEXaHU3MOB, 00€CTICUH-
BaIOIIMX MEPUCTANTBTUKY MOYeTOUHUKaA. [[i1s mpoBep-
KM 3TOW THITOTE3bI MPOAHAIM3UPOBAIN aKTUBHOCTH
ageHosuHoBoro A2A-penenropa u TxA2-penenropa,
KOTOpblE MOTYT YYacTBOBaTb B KOMIIEHCATOPHBIX
peakuusax, obecrneunBaromux penakcanuio ['MK.
Oxkazanoch, 9To B 00EHX Tpymmax Ha MOMEHT BbIBE-
JeHUs] KOHKPEMEHTOB M3 MOYETOYHHKA aKTUBHOCTH
A2A-peuenrtopa u TxA2-penentopa cOOTBETCTBOBA-
Ja JMana3oHy HOpPMOpeakTUBHOCTH. CriemoBareib-
Ho, Ha3HayeHue a-Ab B cocrase JIKT He Bimsiio Ha
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OCHOBHBIE MEXaHU3MBI PEIaKCAIMX TIIAIKON MBIIIed-
HOW TKaHU MOYETOYHHKA.

OcTaBajioch HE SICHBIM — BIIMSIET JIM HAa3HAUYEHUE
0-Ab Ha BHYTPUKIIETOYHBIE CUTHAJIbHBIE CHUCTEMBI,
Y4acTBYIOIIME B MEPHUCTAIBTUKE MOYETOYHHKA MpHU
ANUMUHAIMA MEJNKUX KOHKpeMeHTOB? I[lomyueHHble
pe3yJbTaThl CBUIETENbCTBYIOT, YTO B TeUEHUE 9 CyT
JIKT HezaBucuMoO OT Ha3Ha4ueHUs 0-Ab >nmumuHanms
KOHKPEMEHTOB JIOCTUTajach Ha (OHE IOBBILICHUS
aktuBHocTH P2X -penenropa u AT -penentopa 1o
CPaBHEHHIO C TAKOBOW Ha MOMEHT I'OCHUTAIN3ALNN
nanuenToB (p<0,001). MokeT 1 OBITH CBSI3aHA CTHU-
MYJIALUSL 9TUX PELEnToOpoB ¢ (PYHKLIHUOHUPOBAHUEM
KOMIICHCAaTOPHBIX PEAKLHUi, 00eCleuuBaIOIX CO-
KpamieHue wmbimeyHor obomoukn MBII? H3pect-
HO, YTO BHEKJIETOYHbIE KOHLIEHTpallMd NypHUHA U
MUPUMUJIMHA TIOBBIIIAIOTCS B HECKOJIIBKO pa3 Mpu
MATOJIOTUYECKUX COCTOSHHUAX, TaKUX KakK aJbTe-
pamus TKaHe#, umemus u Bocmanenwe [12]. Mo-
Ka3aHO, YTO HEWPOTEHHAas PEryJALUs MBIIIEYHOTO
tonyca MBII cBs3anHa ¢ ABOWHOHN akTUBaIUEi Q-
anpenopenentopoB u P2X -penenropa [13]. Yera-
HOBJICHO, YTO MypHHEprudeckas nepeaada CUrHauIoB
nocpeactsoM AT® n HopagpeHepruiecKoi CUrHamm-
3aruu perynupyiot ¢yakiuo ['MK [14]. IIpu stom
naHHekcuH-1 (Panx1), koTopsIit 00pa3yeTr KpymHOIIO-
puCTbIe KaHambl 1711 9k3o1uTo3a AT®, mpucyTcTByeT
B MK u obecnieurBaeT CHHEPTU3M [P CTUMYIISLIUH
0.,-aIPEHOPELIENTOPA.

Hyxneorunusie peuentopsl P2X u P2Y, aneno-
3UHOBBbIE peuenTopbl Pl U HECKOJIBKO SKTOHYKJIEO-
TUAA3 SIBIAIOTCA BaXXHBIMH KOMIIOHEHTAMH ITyTH
nmypuHeprudeckor nepegauu curuainoB B 'MK [15].
P2X-penenropsl 3kcnpeccupyrored Ha MK moue-
BBIBOASAIIMX MyTeH, npuuem P2X -penentop cuura-
€TCSl OCHOBHBIM B T€HEPALMU COKPAIICHUS MBbIIIEU-
HOW TKanu. Ctumynsanus mypuHeprudeckoro P2X -
perenropa CONPOBOXKAAETCA ACNONApU3aLUed ¢
cokpamenuem [ MK. Monekyna AT® BbI3bIBaeT oco-
ObIil MHTEpEC B CBSA3M C BO3MOKHOCTBIO PETYIISLUH
o0eux (a3 nmepucTaIbTUKUA COKpalleHue—paccaaoie-
nue 'MK [16]. [IpuBoasrca gaHHble, 4TO MypUHEP-
ruyeckue cokparurenbubie 0TBeTh [ MK nomnepxu-
BaIOTCSl XOJIMHEPIMYeCKOM HEepBHOM cucteMmon [17].
[IpuBenenuble (GaxkThl MOATBEP)KIAIOT, YTO IypH-
Hepruyeckas CUrHaJIM3alHs MOXKET CII0COOCTBOBAThH
SNUMUHAIUKY MEJKUX KOHKPEMEHTOB, B YacTHOCTH,
y4acTBysl B KOMIIEHCATOPHBIX peakunax MBII.

Spnsercss nu  cay4allHOM TUNEppPEakKTUBHOCTD
AT -perienitopa Tpu yCHEIIHOW SIMMHHAIMA KOH-
kpemeHToB? Ilpu 00CyXeHNU 3TOro BOmpoca Heoo-
XOIUMO YUYMTBIBATh CieAytomue GaxTol. Bo-mepBbx,
AT -penentopsl NPeACTaBIEHBI Ha KIETOYHOW MEM-
Opane maakoit myckynatypsl MBII u npu nnTpase-
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3MKaJIbHOM OOCTPYKLIUH UX IKCIIPECCHUS TOBBIIIACTCS
[18]. ITokazano yuyactue anruorensuHa Il B peryims-
WU THEI0ypETEPaIbHON MEPUCTAIBTUKHN OCPE-
CTBOM MOIyJsilMHU coiepkanust Ca’" B aTMIHMYHBIX
I'MK 4epe3 mnoTeHIIMAN-3aBUCUMBIC KallbIIMEBHIC
kananel L-tuma [19]. Bo-Bropeix, AT -penentopsl
BJIMAIOT HA PEMOJICIIMPOBAHNE MBIIIEYHOM TKaHU (TU-
nepTpour0) MOYEBOTO ITy3bIPs IPU €T0 00CTPYKIINH
[20]. B-tpeTbux, AT -perentop y4acTByeT B MOTEH-
uuposanun dpdexros P2X-penenropa na IMK [21].
B 571011 cBsI31 OTMEUYEHHAs! HAMU TUIIEPPEAKTUBHOCTh
P2X -peuenrtopa u AT -penientopa, a Takke HaJTMYHE
KOPPEISIUOHHON CBS3U MEXKIY AKTHBHOCTBIO JaH-
HBIX PELENTOPOB OTPAXKAET BO3MOKHOCTh YCHJICHUS
COKPaTUTEIbHON aKTUBHOCTH MBIIICYHONW OOOJIOYKH
MBII npu «ropMokeHun» Tpaduka KOHKPEMEHTOB.
Uro kacaercss TUIMEPPEaKTUBHOCTU IypUHEprude-
ckux P2Y-penientopoB. YcTaHOBIIEHO, YTO CTUMYIISA-
oUsl JAHHOTO THIIA PELENTOPOB BBI3BIBAECT CTOMKOE
MOBBIIEHHE TOHYCA IIaJKOMBIIIEYHON TKaHU MOYe-
BOTO ITy3BIpsi, B TOM YHCJIE, BCIEACTBUE CHHEPIUY-
Horo B3aumojeicTBusa ¢ P2X—peuentopom [22]; mo-
teHuupoBanue 3¢pdexkroB P2X- u P2Y-peuentopos
o0ecreuynBaeTcsl 3a CUeT aKTUBAIMM CUTHAJIHHOTO
nyti pocommmasa Cf, | nHo3uTonTpudocdar
(IP3). IlokazaHo, uTo ctumyIsius A2A-pemenrtopa
ymeHbmiana  AJ[O-uHAYHUPOBAHHOE COKpAICHUE
[JIaJKUX MBI Mo4eBoro my3sipst [23]. Takum 00-
pa3om, GYHKIMOHHUPOBAHUE KOMIICHCATOPHBIX MeXa-
HH3MOB, BIMSIOIIUX Ha epuctansTuky MBII, Mmoxer
3aBHUCETh OT TUIA M KOJIWYECTBA BBICBOOOXKIAEMbIX
HYKJICOTHIOB, a TaKXe MX MOTU(PHUKALUHN SKTOHY-
KJICOTHA3aMH.

SAKJTIOMEHUE

YactoTa BBIBEICHHS MEIKHX KOHKPEMEHTOB W3
Cpe/iHel TpeTH MOYETOYHNKA HE 3aBHcesIa OT Ha3Haue-
HUs OJIOKAaTOpa o, ,-aJPEHOPENENTOPA; JOCTUTHY ThIH
3¢ (deKT >TMMHHALIMT MOXKET OBITh CBS3aH C (DyHK-
[HOHUPOBAHMEM KOMIICHCATOPHBIX  MEXaHH3MOB,
oOecrieunBaromnX TpahUK MEJIKUX KOHKPEMEHTOB,
1 Bo3zAeHCTBHEM (apMaKoIOIHYECKUX IperapaTos,
BXOJSIIIUX B COCTaB JIMTOKMHETHYECKOW Teparuu.
Ha srame rocrnuranu3anyy ManyueHTOB BbISBICHHAS
TUNEPPEaKTHBHOCTD 0.,-aIPEHOPEIIENTOPA MOKET OT-
paXkaTb y4acTHe CHMIIaTHKO-aIpEHAJIOBOM CHCTEMBI B
MOJJIEPKAHUU COKPATUTEILHON aKTUBHOCTH MbIILICY-
HOM 000JIOYKM MOYETOYHHKA; TIPH 3TOM MHOpEIaKca-
Ui o0ecreurnBanach HOPMOPEAKTUBHOCTBIO aJIeHO-
3uHOBOTO A2A-penienitopa n naruoupoBanuem L{OI.
[Ipn TUTOKMHETHYECKOH Tepamuu OJHUM W3 TPHUT-
TepOB KOMIICHCATOPHBIX MEXaHU3MOB B MOYETOYHH-
Ke SBIISETCS aKTUBALMUS pPEHHH-aHTHOTEH3WHOBOM
CHCTEMBI, KOTOpasi CONPOBOXKIAETCS HapylICHHEM

MUKPOLIMPKYJISIUY, Pa3BUTHEM THIIOKCUH/UIIEMHUH
B crenke MBII, ycunennem mypnHoBOrO 0oOMeHa u
crumynsinuent P2X-peuenropa. Hanuuue npu 3Tom
TUIEep- WIK HOPMOPEAKTUBHOCTH IypHHOBOro P2Y-
peuentopa MOXeT paccMaTpUBaTbCs Kak ajJuTHB-
HbIII MEXaHU3M YCWIECHHS COKPATHTEJIbHOM AKTHUB-
Hoctu 'MK. HopmopeakTuBHOCTE A2A-perientopa
MOXET TPAaKTOBATHCS KAK COXPAHEHUE MeEXaHW3Ma
penaKcaluy MbIIIEYHOH 000JIOYKH B IpoLiecce Tpa-
¢duKa METKUX KOHKPEMEHTOB HE3aBHCHUMO OT Ha3Ha-
4eHus OJI0KaTOpa 0., , -aJIPEHOPELENTOPA.
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PEDEPAT

BBEJZIEHUE. XpoHnyeckas 6onesHb noyvek (XBIM) npnBoAMT K NOBBILLEHHOM XPYNKOCTU KOCTEN 1 1x nepenomMam. OueHka pucka
nepenoMoB — NPAMOW NyTb K UX NpefoTBpaLLeHnio. LIEJIb: oueHnTb BO3SMOXHOCTb Mcnonb3oBaHnsa JPA aons nporHo3npoBsa-
HUA pycka nepesiomoB y 60nbHbIx ¢ XBIM 5 ctagun. MALUMEHTbBI U METO/IbI. B npocnekTuBHOE nccnenoBaHue Obino BKO-
4yeHo 359 naumeHToB (MyX4nH — 166, xeHwmH — 193), nonyyarowmx Tepanuio remoguanndom. MIMK oueHnBann ¢ NCNoNb30-
BaHnem [PA. Takke aHannM3npoBancb HEKOTOPLIE NokasaTenn MUHEepPasbHOro 1 KOCTHOro oomeHa. C MOMEHTa BKJTIOHYEHUs
B MCCJieq0BaHKMeE Y BCEX NaLMEHTOB PerncTprupoBanmck nepenomsl. PE3YJIBTATbHI. Bce nauneHTbl, NepeHecLume nepenombl,
nmenu 6onee HU3kue nokasarenu MIMK v gonblie nonyvyany 3aMmecTuTeNbHyto nodeynyio Tepanuto (3MT). AGCONOTHBIN PUCK
nepenoMoB yBENMYMBAIICS N0 Mepe CHuxeHus nokasatenen MIMK. MaumeHTsbl ¢ nepenoMamu nmenu 60siee BbICOKNE YPOBHU
napatupeounaHoro ropmoHa (MTr) u wenoyHor pocdatasbl (LLLP). MHOroBapuaHTHbIA perpeCCUOHHbIM aHann3a nokasasn, 4To
komMOuHaums nokasartenet MIMNK kocTel npeanneyssi, 6eapa, NOSICHUYHbLIX MO3BOHKOB M NPOAOIXMUTENBHOCTU 3T Hamnyy-
WM 06pa3om npeackasbiBaloT 06N PUCK NepenioMoB. YkadaHune Ha npeablayLime nepeniombl Takke yBenimBaeT nx puck
B OyayLiem. Puck nepenomMoB y MyX4nH 1 XeHLWH He pasnudanca. 3AK/TIOYEHVE. Puck nepenomMoB y naumeHToB ¢ XBI1
5[, cT., nonyyaroLwmx ne4eHme reMmoamnann3om, Bo3pacTtaeT rno mepe cHuxeHus MIMK, ysenuyenus npogomxkmtensHocTr 31T,
yKa3aHus Ha NpPeaLwecTByOLWME NEPEIOMbl, HO CYLLECTBEHHO HE 3aBUCUT OT NONa NauMeHTOB. Takke MOXHO cAenaTb BbIBOS,
0 BO3MOXHOCTW MUCMONb30BAaHUS KPUTEPUEB, OTpaxatoLmx cocTosHrne MIKT, ¢ y4eToM nx 4yBCTBUTENBHOCTM U cneumduny-
HOCTM NP OLLEHKE pucka nepenomoB y naumeHTos ¢ XbIN 5[ cT.

Kniouesble cnoBa: xpoHnyeckas 60s1e3Hb NOYEK; FEMOANANNS; OCTEeONopO03; MMHepasnbHas NIIOTHOCTb KOCTHOWM TKaHW; Nepesiombl
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ABSTRACT

BACKGROUND. Chronic kidney disease leads to increased bone fragility and fractures. Assessing the risk of fractures is a di-
rect way to prevent them. THE AIM: to assess the possibility of using DXA to predict fracture risk in patients with stage 5D CKD.
PATIENTS AND METHODS. The prospective cohort study included 359 patients (166 men, 193 women). BMD was evaluated
by DRA. Some markers of mineral and bone metabolism were also analyzed. All fractures in patients were recorded from the
moment of inclusion in the study. RESULTS. All patients with fractures had lower BMD and received longer-term renal replace-
ment therapy (RRT). The absolute risk of fractures increased as BMD decreased. Patients with fractures had higher levels of
parathyroid hormone and alkaline phosphatase. Stepwise multivariate regression analysis showed that the combination of
BMD scores of the forearm, hip, lumbar vertebrae and the duration of RRT best predicts the risk of fractures. The presence
of previous fractures also increases risk for the future. Risk of fractures in man and women did not diffe. CONCLUSION. The
risk of fractures in patients with CKD 5 st. on maintenance hemodialysis increases with a decrease in BMD, an increase in the
duration of RRT and the presence of previous fractures, but does not significantly depends on the gender of the patients. It
is also can be concluded that it is possible to use criteria reflecting the state of BMD, taking into account their sensitivity and
specificity, in assessing the risk of fractures in patients with CKD 5D st.

Keywords: chronic kidney disease; hemodialysis, osteoporosis; bone mineral density; fragility fractures
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BBEOEHUE

Xponuyeckass Oone3nb mouek (XBII) mo mepe
MIPOrPECCUPOBAHMS  COMPOBOXKJIAETCS CEPbE3HBIMU
HapyIIeHUSIMH MUHEPAJIbHOTO M KOCTHOTO OOMEHa,
KOTOpBhIE HEpPEeAKO MPHUBOAAT K TeperoMaM, YXya-
[IAFOIIAIONTAM KadeCTBO M COKPAIIAIOIIAM TPOJO-
JKUTEIFHOCTh JKM3HU TaleHTOB. Puck mepenomoB
y OOJIBHBIX C ypeMHuel 3Ha4uTeNbHO BO3PacTaeT 1o
CpaBHEHHIO ¢ obOmielt momyisinueit [1]. 3aboneBanue
CKeJleTa, XapaKTepu3ylolleecs CHWKEHHEM IMpPOYHO-
CTH KOCTEH W, KaK CIIEZICTBHE, TOBBIIIAIONIEE PUCK
WX TIepeJIOMOB, Ha3bIBACTCS OCTEOmopo3oM [2].
[lepemoMm Tpy HE3HAYUTENHHOW TpaBME (HU3KOD-
HepreTHYeckuil) (HOpMaNbHO SIBISIETCS OCHOBHBIM
KIMHUYECKUM MPU3HAKOM OCTeornopo3a [3], Tak Kak
MIPOYHOCTh KOCTEH ONPEAENIeTCsI UX MUHEPAIBHON
IUIOTHOCTBIO M Kauye€CTBOM KOCTHOW TKaHU. MuHe-
paibHas TUIOTHOCTH — KOJTMYECTBEHHO OIICHUBAEMBIH
MoKa3aTenb, KOTOPHIM H3MepsieTcss B TpaMMax Ha
eIMHUITY TUIONIAa/IU WK 00beMa KocTu. FIMeHHO 3ToT
[OKa3aTesb MOJI0XKEH B OCHOBY JMATHOCTUKH OCTEO-
[opo3a /10 CTaJIuu MepeoMOB B O0IIeH MOMyIsIIUN
[2]. s omipeenneHns prcKa MepeioMOB IPUMEHSIOT
HECKOJIbKO METOJHK, W3 KOTOPBIX JyYIeH CUATAIoT
OIIEHKYy MuHepanbHOU trotHocTH Koctedt (MIIK) ¢
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MIOMOUIBIO JIBYX9HEPreTHUECKOH PEHTTEHOBCKOM a0-
copormomerpun ([IPA) [2]. B pabore ucmonp3oBaHa
KJIaccuuKaluus 0CTE0nopo3a Ha OCHOBE U3MEPEHUs
MIIK, u3HayanbHO IIpUMEHseMas JJIsl TUarHOCTUKH
3TOro 3a00JIeBaHMs U MPOrHO3UPOBAHUS PHCKA Iepe-
JIOMOB Yy JKEHILIMH IOCTMEHOINAay3aJbHOIO BO3pacTa
[4]. Camxxenue MIIK Ha ogHO cTaHIAPTHOE OTKIIOHE-
HHUE COTIPOBOXK/IAETCS YBEIMUECHHEM pPHCKa MepeaomMa
B 1,5-3 pasa [4]. OTa MeToanMKa peKOMEHAYeTCs s
JUAarHOCTHKHU OCTEONOPO3a U OLEHKH PHUCKA IEePEIIo-
MoB y nanuentoB ¢ XIIb 1-3 cranuit nmpu ycinoBuu
OTCYTCTBHS NPU3HAKOB CEPHE3HBIX HAPYLIEHUH MH-
HepanbHoro ooMeHa [5]. OqHako JUarHo3 «OCTeoro-
po3», ocHoBaHHBIN Ha ouenke MIIK, y manmeHToB ¢
XBIT 5] cT. yacTo noxBepraeTcsi COMHEHHUIO, TaK Kak
HET yOEAMTEJIbHBIX JA0KAa3aTeIbCTB TOT0, YTO aHAJIN3
MIIK 0O0BEeKTHBHO MpEICKa3bIBACT PHUCK IIEPeIIo-
MOB Ha 3TOH cTaguu, 0COOEHHO Ha 3Tare 3aMecTH-
tenbHOU modeunoi teparmuu (3I1T) [6]. OObsicHsIOT
3TU COMHEHHUA TE€M, YTO y Jull, crpanarommux XbII,
MPOYHOCTh KOCTeH 3aBUCUT He ToIbKO oT MIIK, HO 1
OT Ipyrux (pakTopoB, TAKUX KaK MU3MEHEHHUE MHUKPO-
APXUTEKTOHUKH, KOCTHOrO 0OMeHa, OEJIKOBOTrO U MU-
HEPaJIbHOTO cOoCTaBa KOCTH. MUHepanbHbIE U KOCT-
Hble HapyueHus npu XbII npamarnuecku ckasbiBa-
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FOTCSI HA BCEX ATUX XapaKTEPUCTUKAX KOCTHOM TKaHU
[7, 8]. Hambosee TOYHBIM METOIOM JIHATHOCTHUKH
[IOYEYHBIX OCTEOMUCTPOHIA, Pa3BUBAIOLINXCS TPH
XBIl, cunTaroT NpHKU3HEHHYIO OMOIICHIO KOCTHOM
TKaHU C JBOMHOW TETPAUMKIMHOBOM METKOW, U €€
pOJIb B IPUHATHH PEIICHHUS O BEIOOpE Teparuu moved-
HOH octeomuctpodun odmenpusHana [9, 10]. Ho ata
WHBa3WBHAs METOMKA HE MOXKET OBITh HCIOIB30BaHa
B OLICHKE PHUCKA MEPEIOMOB U HE MPUMEHSETCS IIIUPO-
KO B KiMHKYeckoi mpakruke [9, 10]. Hampotus, JIPA
SIBJISIETCSI HEMHBA3UBHOW METOIMKOM, KOTOpask MOMKET
OBITh HCIIONIF30BaHA MOBTOPHO IS OIICHKH HM3MEHE-
Huit MIIK. HakorieHsl 10CTaToyHbIE JaHHBIE O 3a-
koHoMepHOCTsIX mMeHernit MIIK y 6onpabIx ¢ XBI1
5/ cr., u Jaxke 0 MPUMEHEHUHU €€ B OIICHKE MPOrHo3a
’ku3Hu nauueHTtoB [11, 12]. B mpencraBieHHOM wHc-
CJICZIOBAHMH ObLIA ITOCTABJICHA I1SJTb OLICHUTD BIIUSHUC
mmenenuii MIIK Ha oOmuit prick TIepenoMoB y ma-
uuentoB ¢ XbIT 5/] cr., nosyyaronmx JiedeH1ue remMo-
JUAJIA30M U, COOTBECTBEHHO, J1I0Ka3aTb BO3MOXXHOCTh
JTUArHOCTHKH OCTEoIopo3a ¢ mpuMenenuem JIPA.
lenp wucciaenoBaHuss — OLEHUTH BO3MOXKHOCTD
ncnonb3oBanud JIPA juia mporHosupoBaHMs pHCKa
niepesioMoB y 6ompHBIX ¢ XBII 5] cranun.

NAUMEHTbI U METOAbI

B npocriekTrBHOE KaropTHOE UCCIeIOBaHUE BKITIO-
4eHo 359 nmarmeHToB (My»)4uH — 166, sxeHIuH — 193)
¢ XBII 5/] cr., nonyyaBmuX JICYEHHE TEMOJUATU30M
(D) B mmamm3ubix mentpax Cankt-IlerepOypra u
Jlenunrpaackoit oonactu. CpenHU BO3pacT nalyeH-
TOB coctaBmi 45,2+11,8 Toma, TpOmOHKUTEITHHOCTh
3IIT — 72,7 (36,0-112,0) mec. C MOMEHTa BKITFOUCHUS
B WCCIICAOBAaHUE PETHUCTPHPOBAINCH BCE TEPEIIOMBI,
KOTOpBIE€ MALMEHTHl MEPEHOCUWIN MPU MUHUMAIILHBIX
TpaBMax (HarmpuMep najieHue ¢ BBICOTHI pocTa). Ilepe-
JIOMBI, CITyYWBIIHECS TPH 3HAUYNUTEIHHBIX TpaBMaXx,
B CTaTHCTHKE HE YYHTBHIBAINCH. J[MarHOCTHKY KOM-
MIPECCHOHHBIX TIEPEIOMOB TI03BOHKOB  BBITIOITHSIIN
pentrenonorunuecku. MIIK ouenuBanu merogom JPA
(Hologic Discovery W) B Tpex otaenax ckeiera: Imo-
3BoHKM L1-L4, mpokcHMManbHBIA OTAen OenpeHHOM
KOCTH M TUCTAJILHBIA OTJEIN MpeaIuieubs. JJuarnoctu-
yeckue kputepuu T u Z, BbIpakaeMble B BHJIE CTaH-
JAPTHOTO OTKIJIOHEHHS, PAaCCUUTHIBAIIUCH MPHOOpOM
nocne u3Mepenus MIIK. T-kpurepuii noka3piBaeT oT-
mrare MIIK y nanmenTa oT peepeHTHBIX 3HaYCHUH Y
B3pocJioro yenoBeka 30 yeT Toro ke nonia (MK KocT-
HOW Macchl), Z-kputepuii cpaBHuBaer MIIK y marm-
€HTa C BO3pacTHOW HOpMO. O0IIee KITMHIIECKOE 00-
ciienioBaHre OOJBHBIX TIPOBOIUIIN TTOCIE BBITIOIHEHHUS
JIeHcuToMeTprH. Macca Tena m3Mepsuiach Mmocie Jaua-
732, POCT — Mepes] KaKI0H AeHCUTOMETpUeil. Y Bcex
OOJILHBIX OIICHUBAINA KOHIICHTPAIIHIO OOIIETO KaJIbIHS,

Heopranmueckoro Qocdara, 1D, cIBOpOTKE KPOBH,
IITT,, 25-runpokcukansidepona [25(OH)D].

CraTucTHYeCKHiA aHAIIN3 TAHHBIX BBITTOTHSIIH C HC-
MOJIh30BAaHUEM TAKeTa MPUKIATHBIX CTATUCTHYCCKUX
nporpamm «Statistica Ver. 12.0» («StatSoft, Inc.»,
CIIIA). Metozp!l onucareabHON CTaTHCTUKU BKJTFOUA-
71 B ce0s OTICHKY cpemHero apudmerudeckoro (M) u
BEJIMUMHBI CPETHEKBAAPATHIHOTO OTKIOHEHHUs (SD).
Taxke ucmonp3oBanack meanaHa (Me) W KBapTIH
(25%—75%) B citydasix, Korza 3To ObLII0 HEOOXOAUMO.
MeXrpynmnoBbIe pa3nuyusl OLIEHUBAIH C UCIIOIh30Ba-
HueM t-kpurepust Ctpronenta 1 Manna—Yutau. Pac-
CUNTBHIBAJIA YyBCTBUTEIBHOCTD U CIIENU(UIHOCT Me-
TOZIa B OLIEHKE pHCKa mepenoma. J[is anaimmza BeposiT-
HOCTH TepenomMa ucnonb3oBaH Metor Kamnana—Mei-
epa. F-xputepmit Kokca u Xu-kBajpar NpuMEHSIIHCH
JUTsI CpaBHEHUS B rpynmax. J[js OleHKH HmpOrHOCTH-
YEeCKOM 3HAYUMOCTH (DAKTOPOB, OMPEICIISIOIINX PUCK
TIEPEeIOMOB, OBUIM WCIIOJIG30BAHBI OTHOBAPHUAHTHBIN
¥ MHOTOBapHaHTHBIA perpeccuoHHbld aHanu3 Kokca.
HyneByto craTucTHYeCcKyl0 THIIOTE3y 00 OTCYTCTBHU
pasnnuuii 1 cBsizei oreepramu npu p<0,05.

PE3YJIbTATbI

N3 359 GonbHBIX HA MOMEHT 3aBEPIICHUS HUCCIIC-
JIOBaHUS TIEPEeIOMBbI OBUTH BBIABICHBI y 95 (26,5 %)
nareHToB. M3 166 OONBHBIX MY)KCKOTO TIOJIa TIe-
penombl BhIsBICHBI Yy 44 manuentoB (26,5%). U3
193 mamueHTOK >KEHCKOro IOJia MEPEIOMBbl 3aperu-
crpupoBanbl y 51 (26,4%). 33 maumenrta mepeHec-
mu 2 nepenoma u 6onee. 15 manuentoB (9 %) ume-
JIU TIEPEJIOMBI OeIPEHHONW KOCTH, My 16 ManueHToB
(9,6 %) ObLTH BBIABICHBI TIEPEIOMBI OCEBOTO CKeJleTa
(mo3BoHKH, KocTH Ta3a), 71 mamwment (42,8 %) umen
nepesIoMbl Iepu(epHUECKUX OTIEN0B CKeJeTa (mepe-
JIOMBI KOCTE€H Npearvieybs, MIe4eBOl KOCTH, KOCTEN
TOJICHH, KJTFOUUII, peOep, MATOUHBIX KOCcTel). Bee ma-
[IUEHTHI, TIEPEHECIINE TIePEIOMBI OEPEHHON KOCTH,
W 7 TManueHTOB, MEPEeHECHINX MePeIoMbl TO3BOHKOB
Y Ta30BBIX KOCTEH, yKa3bIBAIIU HA MIPE/IIICCTBYIOIINE
NepesIoMbl MepruepuuecKUX OTACIOB CKEJeTa.

Bce manmeHThl ¢ mepeaoMaMu UMeENH J10CTOBEp-
Ho 6ombine cpoku 3I1T, 6onee BrIcoKMe MOKazaTenn
IITT, II® (tabn. 1). Mamexc Macchl Tela U JTUTEIh-
HOCTh MeEHOIay3bl/aMmeHopen, ypoBeHb 25(OH)D B
TTa3Me KPOBH CYIIECTBEHHO HE Pa3InYyalliCh B TPYII-
nax MarueHToB ¢ MepeoMaMu 1 0e3 HHX.

JleHcuTOMETpUYECKUE TOKa3aTeNld BCEX HCCIeI0-
BaHHBIX OT/IENOB cKeneTa y 60mbHbIX ¢ XBII 5/1 cT. ¢ me-
peroMaMu OBITH TOCTOBEPHO HIDKE MTOKA3aTelei y 607h-
HBIX Oe3 repenomoB (Tab. 2). [Ipu 3Tom caMble HUu3KHE
nokazarenu MITK ormevanuch B KOCTSIX MPEAIIeubsl.

AOCOIIOTHBI PHUCK TPAIHUIIMOHHO HCIIONB3YETCs
JUTSL OLICHKU PHCKA TIEPEIOMOB B UCCIICIOBAHMSIX TIAIlH-
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Tabnvua 1/ Table 1

XapakTepuctuka nauveHToB ¢ XBIN 5D 6e3 nepenomoB
U C nepesioMmamMm
Characteristics of CKD 5D patients without fractures and with fractures

lMokasaTenb Mepenombl Het nepenomoB | p
BospacT (rogpl) 45,4+12,2 45,2+11,9 =0,67
BospacT Havyana 3MT 38,8+12,9 39,6+12,8 =0,27
OnntenbHocTb 3T (Mecsaubl) 72,0(37,5-116,5) | 48,0 (22-97) =0,001
MeHonay3a (ameHopes) y XeHLMH (rogpl) | 7,3%x4,5 6,1+5,6 =0,27
Macca Tena (kr) 66,9%+15,5 66,3x14,7 =0,75
MHaekc macchbl Tena, kr/m? 22,948 23,8+4,7 =0,98
25(0OH)D, Hmonb/n 61,3134,5 59,3+30,3 =0,41
vlTr, nr/mn 688 (281 — 1227) (491 (181 - 1037) | =0,033
L, EO/n 417 (270 -934) |[252 (183 -440) |=0,003

Tabnuua 2 / Table 2

OueHka MIMNK y nauueHToB ¢ XBI1, nony4alowmux neyeHme
remoavannsom, 6e3 nepesioMoB 1 C NepesioMmamMu

BMD scores of CKD patients on maintenance hemodialysis without
fractures and with fractures

MHpexcbl oueHkn MIMK Mepenomsl HeT nepenomos P

T npeanneybs (radius total) -3,7(-4,8--2,1) |-1,9(-2,8 - -0,7) |=0,0001
Z npegnneybs (radius total) -2,7(-4,8--2,1) | -1,3(-2,2--0,2) [=0,0001
T nosicHW4YHbIe N03BOHKM (lumbar spine) | - 2,6(-3,2 - -1,7) | -1,4 (-2,3 - -0,6) |=0,0002
Z NOSICHNYHbIE NO3BOHKM (lumbar spine) | - 2,0(-2,9--1,0) | -1,0(-1,9--0,083) | =0,003
T 6egpa (total hip) -2,3(-2,8--1,4) |- 1,3(-2,0--0,7) |=0,0001
Z 6eppa (total hip) -1,8(-2,2--1,0) [-0,9(-1,6 - -0,2) [=0,0004

Tabnuua 3 / Table 3

YyecTBUTENBHOCTb U CNEUNPUYHOCTb KpUTEPUEB
T n Z B OTHOLLEHUN pUCKaA NepesIoOMOB Y 00JIbHbIX,
noJsiy4yaloLwmnx jie4eHme remoanasain3om

Sensitivity and specificity of T-score and Z-score in relation to the
risk of fractures in patients on maintenance hemodialysis

KpuTtepuin oueHkn MIMK (BMD score) YyBCTBUTENBHOCTb, % | CneundunyHocTb, %
T npeanneybs (Radius Total) 83,2 30

Z npeanneybs (Radius Total) 69,7 44

T nosicHM4HbIe N03BOHKM (lumbar spine) | 77,5 36,7

Z NosiCHU4YHble No3BOHKM (lumbar spine) 66,3 49,4

T 6eppa 76,7 38,7

Z 6eppa 64 53,4

Tabnuua 4 / Table 4

OpHOBapuaHTHbIN perpeccunoHHbIn aHann3 (Kokca) BnuaHus
KJIMHUYEeCKUX NoKa3aTteJsiei Ha puck nepesioma y naumeHToB,
noJslyyaloLmx Jie4yeHue remoauanusom

Univariant regression analysis (Cox) of the impact of clinical parameters
on the risk of fracture in patients on maintenance hemodialysis

Mccnenyemslin nokasartesb B b p

wnTr 0,0004 5,2 =0,023
o> 0,01 41 =0,028
OnutensHocTb 3MMT (Mec) -0,03 83,9 =0,0001

€HTOB ¢ ocTeornopo3oM. M3 puc. 1 BHIHO, YTO aOCOMOTHBIN PHUCK TIEpesioMa B
rpynrmax OOJBHBIX YBEIMUYMBACTCS 110 Mepe CHIDKeHus kputepueB T u Z, orpa-
xarormx cHkeHre MITK B cpaBHeHHH ¢ pe)epeHTHBIMU HOPMaMU.

IIpu cpaBHeHUM THArHOCTUYECKOW 3HAUUMOCTH KputepueB T u Z ycra-
HOBJIEHO, 4TO KpUTepHuil T BO Bcex aHAIM3NPYyEMBIX 30HaX 00samaer 0oib-
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el YyBCTBUTENBHOCTBHIO, HO
KpuTepuit Z — OombIei crer-
N(UIHOCTHIO B MPEICKa3aHuU
nepenoMoB. Kpurepuii T ko-
CTEH mpeaIuleybs, OTpaXKaro-
nmii MIIK kopTHKaJIbHOHR KO-
CTH, OKa3ajicsi Hamboiee UyB-
CTBUTENFHBIMU, a KpPUTEpPHUil
Z KOCTeH mpearuieybss — Hau-
Oonee crnenr(UUHBIM MHIUKA-
TOPOM BO3MOXKHOTO IepesioMa
(Tabm. 3).

Jns  mokazarenbcTBa BO3-
MOYKHOCTH WCTIOIb30BAHUS
OOIIETIONYIISAIMOHHON  KJTac-
cuUKaUK OCTeonopo3a B
OLIEHKE pHCKa NEepeIoMOB Yy
60apubIX ¢ XBI1 5]1 cT., ncce-
JIOBaHHAsl TpyNma IUaTU3HBIX
MAIMeHToB OblIa pasfesieHa
mo 3HaueHWro kputepus T Ha
Tpu noarpynnst: «Hopmay T>-
1,0; «Ocreonenus» -1,0<T>-
2,5; «Ocrteomopo3» T<-2,5
(puc. 3-5). KonmmdgectBo mepe-
JIOMOB JIOCTOBEPHO BO3pacTa-
JI0 B TIOATPYNIIaX TAIMEeHTOB,
paszaeneHHbIX Mo Kputeputo T.

VYKkazaHue B aHaMHe3€ Ia-
[MEHTa Ha Mpe/IIecTBYIOIINe
MIEPEJIOMBI, TONyYeHHBIE TpPHU
HE3HAYNTEThHBIX TpaBMax,
3HAYUTEIBHO  YBEJIMYMBAJIO
PUCK TOCIENYIOMNX Iepelio-
MOB (puc. 6).

Hecmotps Ha TO, 4TO B 00-
el TMOMyasSIUN  KSHITUHBI
Yarie CTpasaloT OT IIePEIOMOB,
CpaBHEHHE COBOKYITHOH JTOJU
JIUadU3HBIX MalMeHTOB  0e3
[IEPEeJIOMOB  C TNPUMEHEHHEM
perpeccruoHHoi Moaenu Kokca
He 0OHApYKHUJIO TOCTOBEPHBIX
pasIuuuil  MEeXAy MYXKYWHa-
MU ¥ xeHmuHamu (p > 0,05)
(puc. 7).

[ns oueHku BkIaga u3y-
YEHHBIX TOKa3areliel B ompe-
JIeIEHUe pHUCKa TIEePEeIOMOB
OBLT BBITIONTHEH OJHOBapHAaHT-
HBIIl perpeccCuoHHbIA aHalInu3
C HCHOJB30BAaHUEM MOAEIU
MIPOMOPIUOHATBHBIX  PUCKOB
Koxca. M3 knmuHUYECKHUX TOKa-
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PucyHok 1. BnnaHne sHaveHnin kputepus T Tpex OTAEN0B ckeneTa
Ha abCoNIOTHBIN pUCK NepenoMoB (%) y naunerTtos ¢ XbIM 5 [ cT,,
nojsiyyarowmx neyeHmne remoanaan3om.

Figure 1. The influence of the T-score of the three sites of the
skeleton on the absolute risk of fractures (%) in patients with CKD
5 D st on maintenance hemodialysis.
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PucyHok 5.
3areneit y 6ompHBIX ¢ XbII 51 cT., cmaboe, HO cTaTu-
CTUYECKH JOCTOBEPHOE BIMSHHME HA PUCK IEepesiomMa
oxazeiBany yposau [ITT" u 1I®. Haunbonee 3Haunmo
BIIMSJIa HA PHUCK TIEPEIOMOB 00IIasi POIOIKUTETb-
Hocts 31T (Tabm. 3).

Jpyrue KIMHMYECKHE TMOKazarend U (akTopsl,
aHATM3UPYyEeMbIe B HCCIICOBAHHUH, JOCTOBEPHOTO
BIUSHUS HAa PUCK TEpeNoMOB He mposBwin. OnHo-
BapUAHTHBIM PErPECCMOHHBIM aHaIW3 ToKaszal CTa-
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PucyHok 2. BnnsHue 3HavyeHuii kputepust Z Tpex OTAENOB Cke-
neta Ha abCoNOTHLIV PUCK NEPEIOMOB (%) y 06CnenoBaHHbIX
naumeHToB ¢ XBI1 5 [ CT., nonayyaloLwmx ne4yeHne reMoamann3om.
Figure 2. The influence of the Z-score of the three sites of the
skeleton on the absolute risk of fractures (%) in patients with CKD
5 D st on maintenance hemodialysis.
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PucyHok 4.

PucyHok 3, 4, 5. YBenunyeHue gonu naumeHtoB ¢ XbIN 5/, cT., no-
JyYaloLLMX IeYeHe reMOoAnanmM3oM, ¢ nepenoMamm knaccuodun-
LMPOBaHHbIX Mo T—kpuTepuio oueHkn MIMNK Ha rpynnbl: <HOpMa»,
«OCTEOMNEHNS», «OCTEOMNOPO3>.

Figure 3, 4, 5. Anincrease in the proportion of patients with CKD 5D
st on maintenance hemodialysis with fractures classified according
to the T-score of BMD assessment into the groups: "normal”,

"osteopenia”, "osteoporosis”.

TUCTUYECKH 3HAUMMBIH BKJaJl IEHCUTOMETPUYECKUX
rokaszareseil Bcex UcciaelyeMbIX 30H CKeJIeTa B OIIeH-
Ky pucka nepesioMoB (tadm. 4). [Ipu 3ToM KpuTepuii
T memoHcTpupoBasl 00jiee TECHYIO CBSI3b C PUCKOM
MIEPEJIOMOB B CPABHEHUU C KPUTEPUEM Z 3THX K€ 30H.

J1J1s1 oLIleHKH BKJIaJa BCEX M3YUECHHBIX ITOKa3aresei
B OIpe/iesieHIe 00LIEero pUCKa MEPEIOMOB Y HCCIIEAY-
€MBIX MAIMEHTOB ObLT BBIITOJHEH MHOTOBAPHAHTHBIH
PETPECCHOHHBIN aHalIN3 PHCKA MEPETOMOB METOIOM
MPOTNIOPLIMOHANIBHBIX UHTeHCUBHOCTEN Kokca, npe-
CTaBJICHHBIN B Ta01. 6.

MHoroBapuaHTHbIM PErpecCUOHHbIN aHANIU3 IMPO-
THOCTHYECKOM 3HAUUMOCTH JEHCUTOMETPUYECKHX U
KJIMHWYECKHX ToKa3aresei oka3all, 4To OJJHOBPEMEH-
HO€ UCIOJb30BaHue KpuTepus T KOCTEH Ipearieybs,
Oempa 1 TTI0O3BOHKOB B YOBIBAIOIIIEM ITOPSIKE B COYETA-
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PucyHok 6. CpaBHeHMe 4acToTbl NepenoMoB y 60bHbIX ¢ XBI1
5[ CT., nonyyaLwmx e4eHne remoananmaom, ¢ ykazaHmemM Ha
npeaLecTByioLLme Nepenomsl U 6e3 TakoBbIX.

Figure 6. Comparison of the frequency of fractures in patients with
CKD 5D st on maintenance hemodialysis with previous fractures
and without them.
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Tabnuua 5 / Table 5
OpHOBapUaHTHbIA perpecCUoHHbIN aHanus3
(Kokca) Bnusinusa kputepueB T n Z Ha pUck
nepenomay naumMeHToB, NOJy4YaloLwmx
Jie4yeHue remoanannu3om
Univariant regression analysis (Cox) of the impact
of T-score and Z-score on the risk of fractures in
patients on maintenance hemodialysis

Kputepuii ouerkn MMK (BMD score) | B b p

T npegnneuybs (radius total) -0,22 11,3 |[=0,001
Z npepanneybs (radius total) -0,16  [6,5 =0,01

T no3BoHkoB L1-L4 (lumbar spine) |-0,26 11,8 [=0,006
Z no3BoHkoB L1-L4 (lumbar spine) |[-0,17 |6,4 |=0,01

T 6enpa (total hip) -0,33 10,5 |=0,001
Z 6eppa (total hip) -0,24 6,3 =0,01

Tabnuua 6 / Table 6

MHorosapuaHTHbIA perpecCUOoHHbIN aHanu3
(Kokca) BnusHus nokasarteneint MMK un
npoaomkutenbHocTn 3MNT Ha pUCK NnepesioMoB
y naunenToB ¢ XBI 5[ ct, nony4yalowmx
Jie4yeHue remoanann3om
Regression multivariate analysis (Cox model) of the
impact of BMD scores and duration of RRT on the
risk of fractures in patients with CKD 5D st on main-
tenance hemodialysis

COBOKyl'IHaSl JI0JIS1 TTAIUEHTOB Oe3 TIepeIOMOB

0,3

Kputepuin oueHkn MIMK (BMD score) b p
F=1,08; p=0,22 3MT + T npeanneybs (radius total) 115,1|=0,001
3MT +T nosSCHMYHBIX NO3BOHKOB (lumbar spine) 99,3 |=0,001
— 3MT +T 6eapa (total hip) 103,3 | =0,001
3MT + Z npeanneybs (radius total) 107,4 | =0,001
0 2 4 6 8§ 10 12 14 16 18 20 22 3MT +Z nosiCHMYHbBIX NO03BOHKOB (lumbar spine) | 93,6 |=0,001
Tlepac RRGOTBHHS (M) 3MT +Z 6eapa (total hip) 97,8 |=0,001

PucyHok 7. CpaBHeHMe 4acTOoTbl NepenioMoB Y 60/bHbIX MY>XXCKOTO
1 XXEHCKOro nona, nosly4atoLLmx neveHe remoananmaom.

Figure 7. Comparison of the frequency of fractures in male and
female patients on maintenance hemodialysis.

HUM c o0mel npopomkutensHocThio 3IIT Hanbomnee
JOCTOBEPHO NPEJICKa3bIBaeT OOLIMI PUCK TIEPEIOMOB
y oOclienyeMbIX MalMeHTOB, MOIyYalolnX JIeueHHe
remonuanm3oM. Jlobasnenue nokazareneit [ITI u LD
CYIIIECTBEHHO HE BIHUIO Ha PE3ybTaThl aHATH3A.

OBCY>XXAEHUE

[lonmy4yeHHble B Mccae0BaHUN JAHHBIE TIOKA3alH,
yT0 nepenomsl y nanueHtos ¢ XbII 5/1 cT. BcTpeda-
[0TCa 4yacTto (0ojiee YeTBEpTH MAlMEHTOB), IOPaXKast
MPEUMYIIIECTBEHHO Tepu()epruecKre OTAECNbl CKele-
Ta. OCHOBHBIMHU KIMHHYECKHUMH (PaKTOPAMH BBICOKO-
T'O PHCKA MIEPETOMOB OKa3aJIMCh MIOBBIIIIEHHBIE YPOBHU
[ITT, I®, nponomkutensrocTh 31T (cMm. Tabn. 1 u
3) 1 ykazaHHe Ha MPEIISCTBYIOIINE MEPETOMBI (CM.
puc. 6). IlarmenTs My>kCcKOTO 1 >KeHCKOTO To1a ¢ XbI1
5/ craguu OKa3aauch ONMHAKOBO MOABEPIKEHBI PUCKY
repesoMoB (puc. 6) B OTIMYNE OT JIFOACH C HOpMAalTb-
Hoii (pyHKIMeH nouek [13] u gaxe mamuenToB ¢ XbI1
¢ (YHKUMOHHUPYIOIIUM TPAaHCIUIAHTATOM MO4YKHU [14],
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CpeIu KOTOPBIX KEHIIUHBI Yallle CTPAJaoT OT Iepeno-
MOB, YEM MY>KUMHBI. Takue moxasareiau, Kak BO3pacT
MAIUEHTOB, Macca Teja, MHACKC MacChl Tella, YPOBEHb
25(OH)D u nponomkUTeIbHOCTh MEHOMAY3bI (AMEHO-
pen), He TIPOIEMOHCTPUPOBAIIU CYIIIECTBEHHOTO BIIHS-
HUS HA PUCK [1EpeoMOB. Mbl HE CMOIIIN IIPOAHATIU3H-
poBarb Bce (DaKTOPbI, HETAaTUBHO WU MOJIOKUTEHEHO
BJIMSIONIHE HA MPOYHOCTh KOCTHOW TKaHH Y OOJBHBIX
¢ XBII 51 ct. 3a Bce Bpems 3I1T. Ho umenHo nponon-
s)kutebHOCTh 3I1T mocmyxuina oObeIUHSIOIUM (ak-
TOPOM JUTSI BCEX HETAaTUBHBIX BIHMSHHMA HAa KOCTHYIO
TKaHb MAIUEHTOB, HAXOMALIUXCS Ha TeMOAUAIIU3E.
YpaBHUBAIOIINUM ACHCTBUEM 3THUX HETATUBHBIX BIIHS-
HUH, BHIUMO, MOXXHO OOBSICHUTH OTCYTCTBHE CYIIe-
CTBCHHOM Pa3HUIIBI YACTOTHI MIEPEIOMOB Y MAIIICHTOB
MY>KCKOTO U KEHCKOro mona. OCHOBHOM K€ IENbIO
MCCIIeIOBaHUs OBLIO JIOKa3aTeIbCTBO 3aKOHOMEPHO-
TO MOBBIIEHUSI PUCKA [IEPETIOMOB 10 MEPE CHUKECHUS
MIIK #, cCOOTBETCTBEHHO, BO3MOKHOCTH HCIIOJIH30Ba-
Hust JIPA nns nporHosupoBanus 3toro pucka. [lanu-
entel ¢ XBII 5] cT. mMenu Oollee HU3KHE ITOKA3aTeIN
MIIK B Tpex cTaHIapTHO HCCIEJOBAaHHBIX OTeNax
ckenera (cM. TaOI. 2), aOCOMIOTHBIN PUCK TepesioMa
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MOBBIIIAJICA IO Mepe yMeHblIeHus1 kputepueB T u Z.
[Ipu stom kputepuit T mneMOHCTpHpPOBaN OOIBIIYIO
YYBCTBHUTENBHOCTD, 8 KPUTEPUH Z — CIETUPUIHOCTH B
OTHOIIIEHUH 3TOTO pUCKa (cM. Tabu. 5). Pactipenencaue
NanueHToB 1o kpurepuro T Ha noarpymnmsl «Hopmay»
T>-1,0, «Octeornenuss» —1,0<T>-2,5 m «Octeoro-
po3» T<-2.5, cormacuo knaccudukarmu BO3, npuns-
TOW ISl ONMCAHUS PE3YJbTATOB IEHCUTOMETPUM IS
JKEHILMH MOCTMEHOMAy3aJIbHOTO BO3PACTa U MYXYUH
ctapuie 50 net [15], nokasano 3akOHOMEpHOE BO3pac-
TaHUE PHUCKA MEPeIoMOB Mo Mepe cHmkeHus MIIK
(cm. puc. 3-5). Mbl IpUHSAIN BO BHUMAHUE OTHOCH-
TENBHO MOJIOJOW BO3PACT IMALUEHTOB, BKJIIOYEHHBIX
nccienoBanue (cpemuuii Bospact 45,2+11,8 roma). Ho
KpUTEpU Z, KOTOPBIM PEKOMEHIYETCSl UCIOIb30BATh
B oOmiedt momynsitmu st orienku MIIK y sxeHImH
JI0 Havajia MEHOMAy3bl U My»X4uH MoJoxe 50 ser [2],
y nanueHtoB ¢ XbBII 51 cT. neMOHCTpUpOBaJl MEHb-
IIYI0 TIPOTHOCTHYECKYIO 3HAYMMOCTh B CpAaBHEHHUE C
kputepreM T (cM. Tabm. 4). MHOrOBapHaHTHBIA pe-
FPECCUOHHBIN aHaIU3 MPOTHOCTUYECKON 3HAYMMOCTH
JCHCUTOMETPUUECKUX U KIMHUYECKUX IOKazaTeseh
MOKa3aJl, YTO OHOBPEMEHHOE HCIIOJIb30BaHUE KPHUTE-
pust T uccnenoBaHHOTO OT/AENA CKEJIeTa B COYCTAHUU
¢ obmrert mponomxuteabHOCTRI0 3IIT Hambomee mo-
CTOBEpPHO MpPEACKA3bIBACT OOIINI PUCK TIEPEIOMOB Y
oOcnemyeMbix narpeHToB ¢ Xbll, momydarommx jgede-
HUE reMoauanu3oM. [Ipu 3ToM KOMOHMHAIMS TTPOJIO-
xurenbHocty 31T, kpurepus T koctell mpenruieubs
U MPOKCUMAIBHOTO OTAeNa Oeapa TEMOHCTPUPOBATU
JTYUIIYI0 TPOTHOCTHYECKYIO 3HAYUMOCTH B CpaBHE-
HUE ¢ KpuTeprueM T MOSICHUYHBIX MO3BOHKOB. Takike
CJIEIyeT UMETh B BHLY, YTO MBI PACCUUTHIBAIH OO
PHUCK TIEpPENIOMOB, a HE MEpPesioM KOHKPETHOH KOCTH.
Hecomuenno, uro cumxenue MIIK npokcumaabHOTO
otaena oempa OyAeT JIydiuM 00pa3oM MpeacKa3biBaTh
PHCK TIEPEIOMOB MTPOKCHMAIILHOTO OT/ea OepeHHOMH
koctH, a cHmwkeHne MIIK mosiCHHYHBIX TTO3BOHKOB —
[epesioM MO3BOHOUHUKA. boJbilas yacTe 3apeructpu-
POBaHHBIX TEPEIOMOB y OOCIIEIOBaHHBIX MAIUCHTOB
MopaXkanu NepUQepUUSCKUe OTICIbl CKeIeTa, U JIo-
ruaHo mokazarenu MIIK kocreit mpenriedss 1eMOH-
CTPHUPOBAJIH JIYUIITYIO TPOTHOCTHYECKYIO 3HAYMMOCTb.
Ho Bce mammeHTsl, mepeHecme mnepenoMbl OenpeH-
HOM KOCTH, U 3HAUUTEJIbHASl 4acTh MALlMEHTOB, MEpe-
HECUIMX TMEpeIOMbl MO3BOHKOB U Ta30BBIX KOCTEH,
yKa3bIBAJIM Ha MPE/IISCTBYIOIINE TIEPEIIOMbI Tiepude-
pUYECKUX OTAEJIOB CKeleTa. B Hamiem ucciemoBaHnnu
HE CTaBUJIACh I1eJTb CPAaBHCHHSI PUCKA IIEPEIIOMOB B 00-
el nomy sy 1y naredToB ¢ XBIT SJ1 ct. Yke no-
Ka3aHo, YTO 3TOT PHUCK Y OONBHBIX, cTpanaromux XbII,
3HAYUTEIBHO TMOBBILIACTCS, a IeperaoMaM MOABep-
>KeHBbI TAIMEeHTHI Oosiee Mojoforo Bo3pacra [1]. Mel
TaKKe MMOHMMAEM HECOBEPIICHCTBO MCIOIB3YyEeMOU B

pyTuHHOHU mpakTHKe Kinaccudukanuu BO3 myst ommca-
HUS Pe3yJbTaToB JIEHCUTOMETPHH IS JKSHIIIH TTOCT-
MEHOMay3aJIbHOTO BO3pacTa U My»4uH crapiie S50 JerT.
Tak, ycTaHOBJIEHO, YTO OOJIBIIMHCTBO TEPEIOMOB B
001l MONyJSIIUY PETUCTPUPYIOTCS Y JIUIL CTAPIINX
BO3PACTHBIX rpyril ¢ nokaszareasimu MIIK, kiaccudu-
IUPYeMBIMH Kak ocTeomneHus [16]. Puck mepemomon
B OOIIEel MOMyJsIIuy BO3pacTaeT MPUONIU3UTENHFHO
B 8 pax u Oojee y manueHToB ¢ kputepueMm T <-2.5
(ocTeonopo3) B CpaBHEHHUH C JIMLAMH C HOPMaIbHBIMH
nokazarerasimu MIIK. Ho y manueHnToB ¢ octeoneHuei
(—1,0<T>-2,5) aTOT pUCK TaKXKe BO3pacTaeT 1Mo Mepe
camwkennss MIIK, mpocto B Menbmiei crenenn [16].
[Ipr STOM THIUYHBIE Ui OCTEOINOpO3a IEPETOMBI
HaOIOMAIOTCS y TIOXKHIIBIX JIFOIEH U C HOPMAaTbHBIMU
nokazarensimu MIIK [17]. Takum oOpa3zom, rpagauuu
«HOpMa», «OCTEOTEHUs», «OCTEONOpO3» IPHUHATHI
B 3HAUUTENHHOM CTENEeHH YCJIOBHO, JJIS BBIICICHUS
TPYTII ITOBBIIIEHHOTO PHCKa MEPEIOMOB U O0JIerYeHns
TIPUHATHS PEIICHUS BpauyoM O Havaje MpoQriaKTHIe-
CKOro JiedeHus1. HecoBepIirieHCTBO MPUHATON Tpalaliui
PE3YJIBTAaTOB ICHCUTOMETPHH OBLTO OJHOW U3 MPUYUH
paspabotku nporpamMmmbl FRAX (Fracture Risk As-
sessment Tool), koTopast B J0MONHEHNE K pe3ylbTa-
TaM JIEHCUTOMETPHHU UCTIONB3yeT eme 11 myHKToB /i
OIIEHKH PHCKA TIEPEIOMOB, B YACTHOCTH Yy JIMI] C HOP-
MaJbHBIMHU U HE O4YEHb HU3KUMU Moka3zareasimu MITK
(ocreonenueii) [2]. [Ipenmnonaraercs, 4To mporpaMmMa
FRAX Takxe MOkeT ObITh UCIIOIB30BaHA Y JIUI] C Ha-
pyuenHol ¢ynkuueii ouek [18]. Ho Her yoenurens-
HBIX JlIoKazarenbCcTB 0 npeumyiiectBax FRAX nepen
JPA a1 mporHo3upoBaHusl pucKa NEPEIOMOB Y Ma-
ITUCHTOB, TOTYYAIOIIUX JICYEHHE TeMOTUATN30M WIIN
MepeHeCIINX TPAHCIUIAHTALUIO MTOYKU. B mporpammy
FRAX He BKJIIOUEHBI CrielU(UUECKIE XapaKTePHCTH-
ku 6onbHBIX ¢ XBII 5/] cT., KOTOpBIE MOTYT BIUSTH Ha
PHCK TIEPEIOMOB, B YaCTHOCTH TPOIODKHTEIBHOCTh
3IIT. TlonyyeHHble B HALIEM HCCIIEAOBAaHUM JaHHbIE
TIO3BOJISIIOT OIIGHUBATH PHCK TIEPEIOMOB Yy TIallMEH-
toB ¢ XBII 5/ ct., koMOMHMPYS pe3yAbTaThl ACHCH-
tomeTpuu U npopomkutensHocT 3T (cm. Tabm. 6).
YKazaHue Ha MPeIIeCTBYIOIINE TePeIOMbl TIPH MU-
HUMaJbHBIX TpaBMax, HalpuMep MaJeHHe C BBICO-
THI POCTa, KaKk M B OOIIEH TMOIYJISAINH, elle OoJbIe
YBEITMYMBAECT PUCK TIOBTOPHBIX IEPETOMOB (pHcC. ).
JleHcuToMeTpHs He SBIAETCS METOIOM AMArHOCTUKU
TIOYEYHBIX OCTEONUCTPOHH, a TaKIKe HAPYLICHHUI MU-
HEPaTHLHOTO U KOCTHOTO OOMEHa. DTO JIUIIh IICHHBII
WHCTPYMEHT, TO3BOJIIONINI OIEHWBATh HM3MEHEHHE
MIIK, 1 kaK OKa3bIBAET OMBIT U MIPEJICTABIEHHOE HC-
CJIEZIOBaHUE, PUCK ITEPETIOMOB, B YACTHOCTH y TTAIlUECH-
toB ¢ XBII 5/ ct. B pabote ¢ marueHToM Bpad 00s13aH
MIPUHUMAaTh B pacCCMOTPEHHUE BCE JAaHHBbIE, HAUMHAS C
Kanod W MCTOpUM 3a00JNIeBaHMs TTAIMCHTA, YKa3aHUH
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Ha NPEeANIeCTBYIONINE NEPEIOMBl U UX Xapakrep, U
TOJIBKO II0CJI€ 3TOr0 IUIAHUPOBATh KOMIUIEKCHOE 00-
CIIeIOBAaHKE, B KOTOPOE MHOIAA JOJDKHA OBITH BKIIIO-
yeHa onieHka MIIK. IToBropHoe nccienosanne MIIK
IIO3BOJISIET OLIEHUBATh CKOPOCTb €€ MOTEPU WU IPU-
0aBKU, €CIIY [TALIMEHT [10JIy4aeT aJJeKBaTHOE JICUCHUE.

3AKJTIOMEHUE

Takum 00pazoM, Ha OCHOBaHHWHM TIIOJYYEHHBIX B
MPEICTABICHHOM HCCICAOBAaHUMA JAHHBIX, MOXKHO
czienath BBIBOJ O BO3MOKHOCTH HCIOJIB30BaHUS KpH-
TepueB, oTpaxkaronmx coctostuue MIIK, ¢ ygetom mx
YYBCTBUTCJIbBHOCTH U CHeI_[I/I(l)I/I‘IHOCTI/I B OIICHKE pUCKa
rreperioMoB y 6ombpHBIX ¢ XbII 5/1 cT., momydarorux
JICYCHUE TeMOIUAIM30M. TaKke aBTOpbl Mpearonara-
0T MPABOMOYHOCTb JTMArHO3a «OCTEOMOpPO3» Y ITOH
KaTeropuy MaleHTOB MpPU OTCYTCTBUU JAHHBIX Tpe-
HaHO6I/IOHCI/II/I, Ipru HAJIMYUKN KIIMHAYCCKUX IPOABJIIC-
HUM (HU3KOPHEPreTHYeCKHe TIepeioMbl) B COYETaHNH C
nokazarensimu MIIK. Ykazanue Ha npenniecTByroue
MEPEIOMBI ¥ 3HAUUTEIbHYIO NPOAOIDKUTENBHOCTD 31T
YBEJIMYMBACT PUCK OYIYIIUX IEPEIIOMOB U JIODKHO
YUHUTBIBATBCSL B Pa3pabOTKEe MPOTHOCTHYECKUX MOZe-
neit, Hapsay ¢ nokaszarensimu MIIK. TIpu atom BivstHue
T1oJ1a Ha pUCK mepesoMoB y 6ombHbIX ¢ XBIT 5/1 ct., mo-
JYYArOLUX JICYEHUE TeMOANAIN30M, YMEHBIICHO.
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PEDEPAT

OueHky dursunyeckor paboTocnocobHOCTM NaUMEHTOB 0OLIYHO MPOBOAAT MO pe3ynbTatam TecTa C 6-MUHYTHOM XoabpOoW,
KOTOpbIE, B NEPBYI0 O4epeb, aCCOLUMUPYIOT C CEPAEYHON MY OpIxaTeNbHOW HeAOCTaTOMHOCTU. LE/Ib: npoaHannu3npoBaTb
pes3ynbTaTbl TeCTa C 6-MUHYTHOM X0A4bOOW C KNMHUKO-NabopaTopHbIMU NokazaTtensamn y nauneHToB ¢ XbI1 54, Bkntoyas kpu-
Tepun 6enKoBO-3HepreTnieckon HegoctatouHocTn. MALUMEHTBLI 1 METO/bI. O6cnenosaHbl 67 yenosek ¢ XbIM C5/, n3 Hux
42 MyX4uMHbI 1 25 XeHWmH, cpeaHuii Bo3pact 49,0+14,9 n 57,2+15,5 net cootBeTcTBeHHO, p=0,036. AnauTtenbHocTb 3MT y
My>XuumH — 96,1%£80,3 mec, y xeHwmH — 100,7+66,1 mec, p=0,810. inarHo3 nwemmyeckon 6051e3Hn cepala ycTaHOBNEH y 22
yenosek, 7 U3 HUX nepeHecin OVMIM. MblLLIEYHYIO CUIY CKENTETHOW MYCKYNaTypbl OLLEHUBASM NMPU MOMOLLM KUCTEBOI0 ANHAMO-
MeTpa, paboToCNOCOOHOCTb CKENETHOM MYCKyaTypbl — MPY NPOBEAEHUMN TECTA C 6-MUHYTHOI xoab001. Bce nauneHTsl 3a-
MONHSANM NULLIEBBIE AHEBHWUKW, IAe YKa3blBav KRYECTBEHHbIN 1 KONMYECTBEHHbIN COCTaB NOTPEBNSEMON MU NMULLN B TEYEHWE
3 nHen. PE3YJIBTATbI. Harpy3ky xonb0boW nerye BCero nepeHocuny nauneHTbl 6e3 KnnHndeckmx nposiesneHunin MbC. Mexay
naumeHTamm ¢ n 6e3 OMIM B aHaMHe3e 4yncsio 6annoB no wkane bopra 66110 CONOCTaBUMO U AOCTUrANI0 MaKCUMasibHbIX 3HA-
yeHuit. Hanbonee Bbicokas KOHLEHTpaLma C-peakTMBHOro 6enka 1 Hambonee H1M3kas KOHLEHTpaLmMs anbbymMmHa CbIBOPOTKM
oTMevanach y naumeHToB, nepeHecwnx ONM. BbisiBNeHbl B3aMMOCBSA3M Mexay anbOyMMHOM CbIBOPOTKMU C C-peakTUBHbLIM
6enkom 1 peaynbTataMm Tecta ¢ 6-MUHYTHOM X0A4b00M, a Takke MeXay MHAEKCOM MacChl MMoKapaa 1eBoro xenynoyka ¢ pe-
3ynbTaTamMu Tecta ¢ 6-MUHYTHOM xoapbon. SAK/IIOYEHUE. TvinepTpodus NeBoro xenyano4ka MackmpyeT KIIMHUYeckue npu-
3HaKW CHMXeHUS GU3n4eckor paboTocnoCoObHOCTU, HO YBENNYMBAET PUCK CEPAEYHO-COCYANCTbIX OCNOXHEHWI. Pe3ynsTaThl
TecTa ¢ 6-MuHyTHOM xoabboi y naumeHToB ¢ MBEC cnenyeT oueHnBaTth 6onee geTtanbHo. Heobxoammo nposeneHne psaa uc-
CNefoBaHniA, KOTOPbIE MO3BONMNAY Bbl YTOYHUTb, KaK HYXXHO U3MEHATh ANETUYECKME PEKOMEHAALMN B 32aBUCUMOCTHU OT YPOB-
HS CMCTEMHOro BocnaneHus npu XbBI1.

KnioueBblie cnoea: xpoHuieckasi 601e3Hb noyek, remoamanua, 6enkoBo-aHepreTuieckas HeLOCTaTOuHOCTb, rMnepTpodus
JIEBOrO XeNyao4ka, CUCTEMHOE BocnasneHne
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ABSTRACT

BACKGROUND. Assessment of physical performance in patients is usually based on the results of the 6-minute walk test, which
is primarily associated with heart or respiratory failure. THE AIM: to analyze the results of the 6-minute walk test with clinical and
laboratory parameters of patients with CKD 5D, including criteria for protein-energy malnutrition. PATIENTS AND METHODS. 67
people with CKD 5D were examined, including 42 men and 25 women, mean age 49.0+14.9 and 57.2+15.5 years, respectively,
p=0.036. The duration of RRT in men was 96.1+£80.3 months, in women 100.7+66.1 months, p=0.810. The diagnosis of coronary
heart disease was established in 22 people, 7 of them had AMI. The muscle strength of the skeletal muscles was assessed using a
hand dynamometer, the performance of the skeletal muscles — during a test with a 6-minute walk. All patients filled out food diaries,
where they indicated the qualitative and quantitative composition of the food which they consumed for 3 days. RESULTS. Walking
load was most easily tolerated by patients without clinical manifestations of CAD. Between patients with and without AMI in history,
the number of points on the Borg scale was comparable and reached the maximum values. The highest concentration of C-reactive
protein and the lowest concentration of serum albumin were observed in patients who had had AMI. Relationships were found be-
tween serum albumin with C-reactive protein and the results of the 6-minute walk test, as well as between the mass index of the left
ventricular myocardium with the results of the 6-minute walk test. CONCLUSION. Left ventricular hypertrophy masks the clinical
signs of reduced physical performance, but increases the risk of cardiovascular complications. The results of the 6-minute walk test
in patients with CAD should be evaluated in more detail. A number of studies are needed to clarify how dietary recommendations
should be modified depending on the level of systemic inflammation in CKD.

Keywords: chronic kidney disease, hemodialysis, protein-energy deficiency, left ventricular hypertrophy, systemic inflammation
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BBEAEHUE
Xponudeckas Oonesnp mouek (XbII) accommmu-
pyeTcss ¢ yXyOUIeHHEeM (QU3UYECKOTO COCTOSIHHS

MalMeHT, HO W UCIOJIb3YIOT 1Kany bopra, koropas
00BeMHICT 2 BAKHBIX JTUMHUTHPYIONTUX (dakTopa —
OJIBIIIIKY U MBIIICYHYIO clabocTh. OmnpeeneHsl co-

BCJIE/ICTBUE KOMIUIEKCA MPUYMH: MaJIOTOABHKHOTO
o0Opa3za KM3HH, HapyIIEHHH CO CTOPOHBI OMOPHO-
JBUTATEIGHOTO  amnmapaTra, CepAeYHO-COCYINCTON
U JIbIXaTeIbHOM CHUCTEM, HApyLIEHUH BOAHO-
ANIEKTPOIUTHOTO OanaHca, CyOKIIMHUYECKIM IIPOBOC-
MNaguTeNbHBIM cocTosiHUEM [1]. CUMIITOMBI HEMOTHU-
BUPBAHHON YTOMJISIEMOCTH, OOBIYHO HaOIIOmaeMbIe
y manueHToB ¢ XBII, MoryT ycyryoisThest Io Mepe
YBEJIIMYCHHS JITUTEIFHOCTH 3aMECTUTEIFHON TT04ed-
Hoit Teparuu (3I1T).

duzndeckast pabOTOCTIOCOOHOCTH — OJTUH U3 KITFO-
YEeBBIX (PAKTOPOB, OMPENEISIFOIIAX MPOTHO3 Y TAallH-
entoB ¢ XbII 51 ctaguu [2]. CHHXKEHHE 3TOTO MOKa-
3arenst OOBIYHO PACLIEHUBAIOT KaK MPHU3HAK OEJIKOBO-
SHEPreTUYEeCKON HEJ0CTaTOYHOCTH WIIM CapKOTIEHUN
[3, 4]. He BmaBasich B MOJIEMHUKY OTHOCHTEILHO TEp-
MUHOJIOTHH, OICHKY (u3mueckoid paboTocmocos-
HOCTH y TIAIIUEHTOB OOBIYHO MPOBOMASAT IO PE3yib-
TaraMm Tecta ¢ 6-MuHyTHOU X0oabOoit [5]. [Ipu 3TOoM
YUUTBIBAIOT HE TOJBKO PACCTOSHUE, KOTOPOE MPOLIEN

OTBETCTBUS MEX]y MPOIICHHBIM PACCTOSIHUEM U MU~
KOBBIM MOTPEOJICHUEM KHUCIOPO/Ia, YTO TPATUIIMOHHO
ACCOLIMUPYIOT C COCTOSHUEM KapAHOpecInpaTopHOn
CHCTEMBI. O,HHaKO TO, YTO Yy JUAJIM3HBIX ITAllUCH-
TOB MBIIIIEYHAS Ca00CTh MOXKET OBITH OOYCIIOBICHA
0OEITKOBO-IHEPTeTHUECKOW HEIOCTATOYHOCTHIO, YUH-
THIBA€TCS JAJIEKO HE BCET/a.

Llenpro Hamiero uccliiegoBaHusl ObLIO MTPOAHAIHU-
3MPOBATh PE3YJIbTAThl TECTA ¢ 6-MUHYTHOM XOIbOOH
C KJIMHHUKO-Ta00paTOPHBIMHU IOKa3aTelsIMd y Tia-
nuenToB ¢ XbII 51, BKiIrouas KpuTepuu OEITKOBO-
SHEPreTUIECKOI HEeJ0CTaTOYHOCTH.

NMAUMEHTbI U METO bl

O6cnenoBanbl 67 yenoBek ¢ XbIT C5, u3
HUX 42 MyX4YdUHBI U 25 XKCHIIUH, CPETHUN BO3-
pact — 49,0£14,9 u 57,2+15,5 ner coOTBETCTBEHHO,
p=0,036. mmurensaocts 31T v Mmyx)unn — 96,1+80,3
Mec, y xkeHuuH — 100,7£66,1 mec, p=0,810. IIpone-
nypsl I'Jl mpoBoauu Tpu pasa B Hezenro mo 4-5,5 4
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Ha anmaparax «HMCKyCCTBEHHas IMOYKa» C HCIOJIb30-
BaHUEM BOJIBI, ITOJIBEPTHYTOH TITyOOKOH OYUCTKE Me-
TOJIOM 00pPaTHOTO 0CMOCA, KAITMJUIPHBIX JHATN3aTO-
poB ¢ miomaaeto 1,7-2,1 M. Kpurepun BKIIOUCHUSL:
XbII C5x, mmurensrocts 31T He Menee 1 roma, KoM-
IUIACHTHOCTh. KpUTeprn UCKITIOUEHUS: BO3PACT cTap-
me 70 met, 3a00JeBaHUs CYCTaBOB HIDKHUX KOHEY-
HOCTeH, pedpakTepHas aprepuanbHas THIIEPTEH3HS,
TaXUapUTMHSL, OOMOPOKH TIpH (PU3UYECKON Harpys3Ke,
caxapHbIil T1a0eT, KOTHUTUBHbBIC HAPYIICHUS, OCTPOE
HapylIeHHE MO3TOBOTO KPOBOOOPAILICHUS B aHAMHE3E,
cepaeunas HezmoctarouHocts [II-IV ¢dynkumonans-
HOTO Kiacca, cteHokapmus -1V ¢yrkimonamsHOTO
KJlacca, XpOHUYECKHe 3a00/IeBaHUs TICUCHH W KHIIIeU-
HUKa, TOCTIMTAIA3AIHS 10 JTFOOOMY TTOBOJTY B TEUCHHE
MOCJIEAHUX 3 Mec, MPU3HAKU OCTPOro MH(EKIIMOHHO-
o Tmpoliecca B TeUeHHE MOCIeIHUX 3 MeC, OHKOJIOTH-
yeckoe 3a00JieBaHME, 3JI0YIMOTPEONICHUE aTKOTOJIeM,
TPaHCIUTAaHTAIINH TTOYKH B aHAMHE3e.

OCHOBHOM NPUYMHON pa3BUTUS TEPMHUHAIIb-
HOM TIOYEYHOH HEIOCTATOYHOCTH IOCTYKHIU XPO-
HUYECKUH TioMepynoHegpur — y 24, ayToCOMHO-
JOMHHAHTHasl TOJIMKUCTO3Hast OOJNIe3Hb TIOUEK — Y
9, XpOHWYECKHH TMHUENOHEPPUT — y 3, THIEPTOHU-
geckast 601e3Hb — y 10 u mpoure 3a0oieBaHusg — Y
21 yenoBeka. PacnpocTpaHEeHHOCTh MEPEUUCICHHBIX
MATOJIOTUYECKUX COCTOSHUM Y MYXYWH U JKEHIIUH
He pasnuyanach. B Tabn. 1 mpencraBieHa KIMHHKO-
JaboparopHas XxapakTeprcTHKa nanueHToB. CpeqHss
71032 IMajJn3a COOTBETCTBOBAIA CYIIECTBYIOIIUM pe-
KOMEeHJanuaM. B menom, rpymimy o6cienyeMbpIx MOX-
HO 0XapaKTepPH30BaTh KaK KIMHUYECKN CTAOUIHHYIO.
Juarno3 nmemudeckoii 6onesnu cepana (MBC) ycra-
HOBJIEH Yy 22 4esoBeK, 7 u3 Hux nepeneciau OMM.

MBIIIEYHYI0 CHITy CKEJIETHOM MYCKYIaTyphl oLe-
HUBAJIY TIPH [TOMOIIU KHCTEBOTO TnHamMmomeTpa «Hy-
draulic Hand Dynamometer 200 Ibs» («North Coast
Medical Precision Instruments», CILIA). Hopmais-
HBIMH TI0Ka3aTeIs MU CUUTAIH JUIsl MYXYHH — HE
MeHee 27, IS KEHIUH — He MeHee 16 Kr Ha Oec-
¢ductynpHON pyke. PaboToCIoCOOHOCTh CKeIeTHOM
MYCKYJIaTypbl OIICHWBAJIM TpPU TPOBEICHUH O-MU-
HYTHOTO TIporyiodHoro tecta [6]. Tect mpoBomuan
HE paHee, 4eM depe3 3 4 MocIie MOoCIeIHero mpueMa
nuy. Bee mcmbeITyeMple BO3IEPIKUBAIUCH B TEUe-
HUE 24 9 OT ymoTpeOJICHUs alKOTOMS W TSKEIbIX
YIPaXHEHUH, BBI3BIBABIIMX OJBIIIKY, & TAKKE B Te-
YeHHe He MeHee 6 4 OT IpueMa Ko(henHCoIepKaInx
MpemnapaToB U MUIIEBHIX MPOAYKTOB. TecT BhITOIHS-
JIU He paHee 3 U 1mociie pueMa mumid [5]. YauTteisa-
mu gucio 6amios o 10-6amnsHoI mkane bopra [7]:
0 — cocrosiHue moKosA; 1 — OYEHB JIETKO; 2 — JIETKO;
3 — yMmepeHHas Harpyska; 4 — JJOBOJIBHO TSXKeJo; 5 —
TSDKEINI0; 6 — TshKeNno; 7 — OYeHb TSKEN0;, 8 — OUCHb
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TSDKEJ0; 9 — OueHb—04YeHb TsDKeNno; 10 — MakcuMaib-
Has Harpys3kKa.

[IpenenbHBIM 3HAYEHWEM, WCIIOIB3yeMbIM JIJIS
OTIpe/ieTICHUsST HU3KOW PabOTOCTIOCOOHOCTH CKEJeT-
HOM MYCKYJIaTyphbl, SIBIISUIOCH MTPOXOXKICHUE JTUCTAH-
MU TIPU BBIMOJIHEHUU O-MHUHYTHOI'O TECTa MEHEe
400 m [4]. s oreHKH €KETHEBHOTO MOTPEOICHUS
0enKoB, >KUPOB, YIJIEBOAOB, OOIIEH KalIOpUHHOCTH
palrioHa MaueHThI 3aMOTHSIIH MUIIEeBbIe JTHEBHHUKH,
IJIe YKa3bIBAIM KAaueCTBEHHBIH M KOJUYECTBEHHBIN
COCTaB MOTPEOJIAEMOM UMU THINU B TSUCHUE 3 JHEH.
B kagecTBe HOPMATHUBOB MOTPEOICHISI OCHOBHBIX ITH-
TaTeNbHBIX BEIIECTB HCTMoNb30Bamn «Knmamueckne
MPaKTUYECKHE PEKOMEHAAIMH 110 TuTaHuto rnpu XbI1
KDOQID»: B pemakiuu 2020 1. [8].

CraTuCTUYeCKUH aHadu3 TONYYCHHBIX JaHHBIX
MIPOBOJIWIIA C HCIOJb30BAHUEM OOINEIPHHSATHIX I1a-
paMETPUYECKUX W HEMapaMeTPUUECKUX METOMOB.
IIpumeHsM cTaHJApTHBIE METOJbl ONMUCATEIbHOMN
CTaTuCTUKU. lleHTpaslbHbIe TEHJCHIMU OIEHUBAIN
MO BEJIMYMHE CPEIHEr0 + CPEeIHEKBAIPATHUYCCKO-
ro OTKJIOHEHUS M*G nub0 MeAWaHbl, BEPXHETO WU
HxHero kBaptuieii — Me (Q1-Q3). Craructuue-
CKYH0 3HaYMMOCTh MEXKIPYIIIIOBBIX PA3JIMYMI KOJIH-
YECTBEHHBIX TIEPEMECHHBIX OMPEICISUIA ¢ TTOMOIIIBIO
nucriepcronHoro anammza (ANOVA), kpurtepus
MaHHa—-YuTHH WId YHIKOKCOHA, OWHApHBIX Iepe-
MEHHBIX — C MOMOIIBIO ¥*-KpuTepust. [ oueHku

Tabnuua 1/ Table 1
KnunHuko-nabopatopHaa xapakTrepucTtuka
naumeHToB, M*c
Clinical and laboratory characteristics
of patients, M+c

Mokasatenb M c
CAL po I, mm pT CT 130 22
OAL po T4, mm pT CT 77 12
Henbta macchl Tena, Kr 2,2 0,7
SputpounTbl, x10'2/n 3,5 0,4
lfemorno6buH, r/n 108 11
JNumdounTsl, ThIC. 1,69 0,70
CO3, Mm/4 27 13
eKT/V, en, 1,39 0,16
KpeatnHuH go I, mkmonb/n 1087 275
MoueswuHa go I, Mmonb/n 28,0 6,5
Kanwin po I, mmonb/n 5,5 0,6
Hatpwuin po I, mmonb/n 137 3
Kanbuuin go ', mmonb/n 2,2 0,2
HeopraHnnyeckuin pocoar go ', mmons/n | 2,1 0,5
O6wwin 6enok, r/n 67,4 5,8
AnbOYMUH, r/n 35,6 41
XonecTtepuH obLWmin, MMONb/N 4,3 1,1
Tpurnnuepuapl, MMONb/1N 1,4 0,4
C-peakTuBHbI 6eNOK, Mr/n 12,5 22,4
MapaTtnpeongHblii FOPMOH, Nr/mn 571 482

Mpumeyanuve. eKT/V — no3a gnannaa, I, — remognanus.
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Tabnuua 2 / Table 2
Pe3ynbratbl TecTa ¢ 6-MUHYTHOW X0Ab0OI B
3aBMCUMOCTM OT KJIMHNYECKNX MPOSIBJIEHUN
nwemuyeckoi 6onesHm cepgua., M+c

Results of the 6-minute walk test depending on the
clinical manifestations of coronary

heart disease., M+c

Tabnuua 3 / Table 3
MokasaTenu nuwieBoro cratycaB
3aBMCUMOCTMU OT KJINHUYECKNX NPOSABJ/IEHNA
nwemu4yeckon 6onesHm cepgua., M+c

Indicators of nutritional status depending on the
clinical manifestations of coronary heart disease.,

M=o
MokasaTtens |MBC HeT, | CTeHo- OUM, n=7 | p
n=45 kapaous, |3
1 n=15
2
UMT, kr/m? 23,6+5,2 |25,4+3,7 [25,4%£3,0 |1/2=0,215
1/3=0,357
2/3=0,988
CpepHsia Ton- | 15,6+8,6 |15,6+8,6 |17,0+9,1 |1/2=0,990
LLMHA KOXHO- 1/3=0,696
XNPOBOW 2/3=0,736
cKnagkun, Mm
OKpYXHOCTb|23,1£2,6 |24,1+2,7 |24,4+1,6 |1/2=0,210
MbILLIL, Neya, 1/3=0,238

cM 2/3=0,837

Numdountel | 1,65+0,62 | 1,65+0,70 | 1,90+1,17 | 5=0,967
1/3=0,379
2/3=0,450

34,0+2,5 |30,3+7,7 |»=0,007
1/3=0.0001

2/3=0,029

AnbOymuH 37,0£2,9

4,30+1,293,73+1,44 | 15=0,678
1/3=0,140
2/3=0,295

XonectepuH |4,45+1,11

Tpurnuuepwu- | 1,47+0,55 | 1,54+0,26 | 1,27+0,25 | 14=0,603
abl 1/3=0,3120
2/3=0,218

MokasaTensb MBC HeT, | CTeHo- OUNM, n=7 | p
n=45 Kapaus, 3
1 n=15
2

6-MUHYTHBIA | 475+116 |341+159 |346+161 |1/2=0,003

TEeCcT, M 1/3=0,040
2/3=0,945

CkopocTb 1,32+0,32|0,95+0,44 | 0,96+0,45 | 1/2=0,003

Xxoab0bl, M/C 1/3=0,040
2/3=0,945

CAL 130+21 134+28 137+17 14=0,686

[0 TecTa 1/3=0,764
2/3=0,529

CAL 133+26 143+23 134%13 14=0,242

nocne Tecta 1/3=0.941
2/3=0,497

p 0,317 0,093 0,480

OAL no tecta | 8315 74+12 82+4 14=0,069
1/3=0,853
2/3=0,316

OAL nocne 84+14 76x11 83%7 14=0,079

TecTta 1/3=0,799
2/3=0,368

p 0236 0,306 0,798

YCC po Tecta | +83+11 769 76+10 14=0,076
1/3=0,178
2/3=0,953

4YCC nocne 94+14 85+7 82+9 15=0,041

TecTta 1/3=0,050
2/3=0,661

p 0,0001 0,002 0,039

LLikana bopra, | 5,2+4,1 9,7+5,1 8,6%£3,5 1=0,003

Gannbl 1/3=0,111
2/3=0,630

Mpumeyanne. MBC - nwemmnyeckas 6onesxb cepaua, CAL — cu-
cTosnMyeckoe aptepuanbHoe aaenexve, JAL — opactonnyeckoe
apTepuanbHoe gasnenne, YHCC — yacToTa cepAeyHbIX COKpaLLeHNiA
B 1 MUH.

B3aUMOCBSI3U JIBYX TIEPEMEHHBIX HCIOIB30BAIN KOP-
PEISIHMOHHBIA aHaIu3 C PacueToM HerapaMeTpuye-
ckoro kodddurmenta xkoppemssaun Crimpmena (Rs).
Hyneyto cratucTudeckyro runoresy 00 OTCyTCTBUU
pasznuuuii u cszei orBepranu npu p<0,05. Jlns pac-
YEeTOB HCIIOJIb30BAIN MAKET MPHUKJIAAHBIX CTaTUCTHU-
yeckux nporpamm «Statistica Ver. 10.0» («StatSoft,
Inc.», CILIA).

PE3YJIbTATbI

[TanmentoB pacmpenenwin Ha 3 Tpynmel: 1-s
rpynma (45 genosex) — 6e3 UBC, 2-1 rpynma — co
crenokapaueit 11-111 ¢yaxkmmonansHoro kmacca (15
4enoBek), 3-s rpynmna — ¢ OMM B anamuese (7 gerno-
Bek). B Tabu. 2 mpuBeneHsI pe3yasTaThl TeCTa ¢ 6-Mu-

CPB 9,7+6,6 14,1£8,4 |26,6+18,6 | 4=0,041

1/3=0,0001
2/3=0,039

HYTHOW XOIH0OW B 3aBHCHUMOCTH OT KIMHHUYCCKUX
MIPOSIBIICHUH WIIIEMUYECKO 00JIe3HU cepla.

Kak n oxupganoch, HanOoJblllee PaccTOSHUE 3a
6 MHH U ¢ HauOOJbILEH CKOPOCTHIO MPEOIOICTH Ta-
UEHTHI 0e3 KIMHnYecKuX nposisienuit MUbC. Mexny
rpynmaMu co cteHokapaueit 1 OMIM craructuueckn
3HAQUUMBIX Pa3JIMuUil [10 3TUM I10Ka3aTessiM BbISIBIIC-
HO He Obu10. HU B OnHOI M3 rpynn He OTMedanoch
yBenuuenust CAJl u JAJl. VYBenuueHue 4acTOTHI
CepJIeUHBIX COKpallleHu#l BO BCEX Tpex Trpymnmnax
OBLIIO CTAaTUCTHYECKH 3HAYUMBIM, HO COCTaBIISJIO B
cpenaeM jumb 10-12%. Harpysky xomap0oi jerde
BCETO0 MEePEHO CHITH TIAIIMEHTHI 0€3 KITMHNYECKHX TPO-
sprnenii UbC. Mexay manuentamu ¢ u 6e3 OVM B
aHaMHe3e yuciio 0amnoB no mxkane bopra 6wu10 co-
MOCTaBUMO M JIOCTUTa0 MaKCHUMaJbHBIX 3HAYEHUH.

benkoBo-sHepreTHyeckas HeOCTaTOYHOCTh MOT-
JIa OKa3aTh BIMSHUE Ha GU3HUECKYIO paboTOCIIOC00-
HOCTH MTAIIMCHTOB. B Ta0m. 3 mpencTaBicHBI MOKa3a-
TEJH, XapaKTepHU3yIOIIHe MUIIEBOH CTaTyc o0cienye-
MBIX.

B ocHOBHOM mpuBecHHBIE B TaONHIE MOKa3are-
JIM XapaKTepU3yIOT MUIIEBOM CTaTyC MalMeHTOB BCeX
3 rpymIl KaK yIoBIeTBOPUTENbHBIN. M cKirouenue co-
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Tabnuua 4 / Table 4
MoTpebneHne OCHOBHbLIX KOMMOHEHTORB NMULLN
B 3aBMCUMOCTM OT KJIMHNYECKNX NMPOSBJIEHUIA
nwemuyeckoi 6onesHmn cepgua, M+c

Consumption of the main food components depend-
ing on the clinical manifestations of coronary heart
disease, M*o

[Mokazatenb MBC HeT | CTeHo- oM P

n=45 Kapams n=7

1 n=15 3

2
KanopwuiiHocTb |40,4+8,8 |34,7+10,5|34,6+5,0 |1/2=0,043
nuTaHus, 1/3=0,277
KKan/Kr/cyT 2/3=0,679
MoTtpebnenne |1,29+0,28|1,12+0,31|1,14+0,12|1/2=0,053
6enKkoB, 1/3=0,197
r/kr/cyT 2/3=0,865
MoTpebnenve |1,44+0,36 | 1,24+0,32 | 1,35+0,22 | 1/2=0,060
XXMPOB, 1/3=0,511
r/kr/cyt 2/3=0,486
MoTtpebnenne |5,06+1,22|4,33+1,20 |4,55+0,64 | 1/2=0,042
yrneBonos, 1/3=0,267
r/kr/cyt 2/3=0,692
Tabnuua 5/ Table 5

OcHOBHbIE NOoKa3aTenn axokapavuorpaduv B
3aBUCUMOCTM OT KJIMHUYECKUNX NPOSIBSIEHNIA
uLiemMuyeckoil 6onesHn cepaua, Mtc

Main indicators of echocardiography depending
on the clinical manifestations of coronary heart
disease, Mto

Mokaza- NBC HeT CteHokap- | OMM p
Tenb n=45 ans n=7

1 n=15 3

2

NHpekc 149,8+59,8 | 133,2+44,7 | 162,3+63,1 | 1/2=0,355
mMacchbl 1/3=0,596
Munokappaa, 2/3=0,276
r/m?
bpakups | 37,4+7,8 36,5+6,7 |[33,9+10,1 |1/2=0,748
BbiOpOCa, 1/3=0,284
% 2/3=0,484
MHpekc 56.6+18.5 |51,4+16,3 |58,1+29,9 |1/2=0,289
KOHEYHOro 1/3=0,306
cucToNmn- 2/3=0,114
4yeckoro
obbema,
MJ1/M?
MHpoekc 21,9+12,0 |17,3+9,6 27,8+23,4 |[1/2=0,412
KOHEYHOro 1/3=0,862
amacTo- 2/3=0,490
JINYECKOro
obbema,
M/ M2

CTaBWJIM 2 TIOKa3aTelis: allbOyMUH CBIBOPOTKH KPO-
Bu U C-peakTuBHbI# Oestok. Ha puc.1 npencrasieHa
B3aMMOCBS3b MEXKJY HUMHU. B CBsI3U C BBICOKOIl Ba-
prabenbHOCTHIO TIOCISAHETO TTOKA3aTeNsT MBI TIPe/I-
CTaBWJIM €ro 3HAY€HUsl B BUJE HATYPaJbHOTO JiOra-
pudmMa.

B3auMocBs3p MeXIy moKa3aTelssMH HOCHUT He-
TaTUBHBIA XapakTep U BBICOKOIOCTOBepHa. Ha
puc. 2 MpeACTaBICHa B3aUMOCBS3h MEXKIY YPOBHEM
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PucyHok 1. B3aumocBsi3b Mexay YPOBHEM anbbymunHa u
C-peakTuBHOro 6enka B CbIBOPOTKE KPOBU. ANbOYMUH, r/n =
36,910 - 0,632xCPb log2; Rs=-0,532 p=0,0001.

Figure 1. Relationship between serum albumin and C-reactive
protein levels. Albumin, g/l = 36.910 — 0.632xCRP log2; Rs=-
0.532 p=0.0001.
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PucyHok 2. B3anMoCBsi3b Mexy ypoBHeM C-peakTuBHOro 6eka B
CbIBOPOTKE KPOBU U pe3y/ibTaTamu TecTta ¢ 6-MUHyTHOM Xoa6001.
6_MuH_tect, M=473,30 - 29,31xCPB log2; Rs=-0,516 p=0,0001.
Figure 2. Relationship between serum C-reactive protein levels and
6-minute walk test results. 6_min_test, m = 473.30 - 29.31xCRP
log2; Rs=-0.516 p=0.0001.

C-peakTUBHOTO O€IKa 1 pe3yyIbTaTaMu TecTa ¢ 6-Mu-
HYTHOH X0bOOH.

B3aumocBsi3p MeXIy MOKa3aTeIsiMU TaKKe HOCHT
HETaTHBHBIN XapaKTep U BHICOKOJOCTOBEPHA.

B Tabn. 4 npencrapieHo norpebieHe 0CHOBHBIX
KOMITOHCHTOB ITHUIINHU B 3aBUCUMOCTH OT KIIMHUYCCKUX
TIPOSIBJICHUH UIIIEMHYECKOH O0Ie3HN Cepla.

[IuTanme manueHTOB B OCHOBHOM COOTBETCTBO-
BaJO KIMHHYECKUM peKoMeHmarmsM. Cremyer oT-
METHUTh U30BITOYHOE MOTpeOJIeHUE YITIEBOIOB Y Ma-
OUEHTOB 1-i TPyMIIbl, YTO ONPEEIsI0 U3IHUIIHIOI
KAJIOPUHHOCTD PallMOHA.

B Tabn. 5 mpemcraBiieHbBl OCHOBHBIC TTOKA3aTEIH
SXOKapauorpaur B 3aBHCHUMOCTH OT KIMHUYECKHX
MIPOSIBIICHUH MIIIEMUYECKOU 0OJIe3HU cepla.
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PucyHok 3. B3anMocBs3b Mexay MHOEKCOM MacChbl Myokapaa
NIEBOro0 XeJlyaoyka u pesynbrataMu Tecta ¢ 6-MUHYTHON XOab-
6oi. 6_muH_TecT, M = 290,67 + 0,980xMMMJTXK, r/m?; Rs=0,386
p=0,006.

Figure 3 Relationship between left ventricular myocardial mass
index and 6-minute walk test results. 6_min_test, m = 290.67 +
0.980xLVMI, g/m?; Rs=0.386 p=0.006.

Cpennss BennunHa UMMIDK y manueHToB Beex
IPYII COOTBETCTBOBAJA MPEICTABICHHUIO O THUIEp-
Tpoduu nesoro xenynouka (ITDK). Ha puc. 2 npen-
CTaBJIEHA B3aUMOCBS3b MEX/1y UH/IEKCOM MacChl MH-
OKap/a JIEBOTO JKeIyJouYKa M Pe3ylbTaTaMu TecTa C
6-MuHYTHOUM X0ap00#. CpenHss BenmudauHa (PpaKimm
BbIOpOca OblIa CHUKEHA, a MHICKChl KOHEUHOI'O CHU-
CTOJIMYECKOTO M JAMACTOJIMYECKOrO AABJICHUS MOBBI-
mieHsl. [Ipy 3TOM cTarucTHvyecKu 3HAYMMBIX pas3iid-
YU MEXly TPYIIIAMH HE OTMEYAIOCh.

[Ipn mpoBeaeHHH HemapaMeTPUUECKOTO Koppe-
JSIIMOHHOTO aHanu3a 1o CrnupMeHy BBIABIICHBI Clle-
IOYIOLIME B3aMMOCBA3M MEXKIY IOKa3aTeJIsIMHU ILKa-
ab1 bopra ¥ gaHHBIME 0OCIEOBaHUS: C BO3PACTOM
(Rs=0,565, p=0,0001); UMT (Rs=0,407, p=0,002);
kanopuitHocThio uTanus (Rs=0,532, p=0,002); mo-
Tpebnennem 6enkoB (Rs=0,392, p=0,004); ypoBHeM
anpO0yMuHA CEIBOPOTKH KpoBH (Rs=—0,322, p=0,016).

OBCYXXAEHUE
AKTHBHOE OOCYKICHHE TEPMHHOB «OEIKOBO-
JHEpPreTHYecKas  HEeIOCTaTOYHOCTBY,  «OEIKOBO-

JHEPreTHYeCcKoe HCTOILEHUE», «CAPKOMEHHs» IOoKa
HE MPUBEJIO K BBIPAOOTKE €MHON TOYKH 3pEHHS Ha
CTPOTHE KPUTEPUAIbHBIE OTIMYMS MEXAY HUMH,
3a MCKJIIOYEHUEM, MOXKalyi, capkomeHuH. B kakux
cllyyasix cJeqyeT HCIOIb30BaThb OAWH U3 IIEPBBIX
JIByX TEPMHHOB IO-NPEKHEMY YETKO HE OIpenere-
Ho. CkiajpIBaeTcsl BIIEUaTIEHUE, YTO OJHO U TO XKe
COCTOSIHME 3a4acTyl0 pa3Hble aBTOPHI MTyOIHKanui
HMEHYIOT OIpEIEeJIEHHBIM 00pa3oM B CHIIy CIIOXKHB-
WuXcs Tpaauluil B JaHHOW HayyHOH mikone. Yacto
NpUXOIUTCS BUACTh, uTo BOH acconuupyror Tosibko
C HEJIOCTaTOYHbIM IMOTPEOICHHEM OCHOBHBIX KOM-

MMOHEHTOB THIIM. Harmre mccienoBaHne MOXHO CUH-
TaTh OJJHAM U3 TIPUMEPOB TOTO, YTO HE BCET/a MPOCTO
OTIPENENTUTHCS C AMArHO30M, XOTS OBbI ITOTOMY, YTO Y
OT/ICJIbHBIX MAIIMEHTOB HE HAOUPaeTCsl HY>KHOTO KOJIH-
4yecTBa KpuTepueB HU s quarno3a bOH [3], au mos
nuarHo3a capkorenust [4]. B gacTHOCTH, O4eBHUIHO,
YTO HAIIM TIAIUeHTHI MMUTAIUCH CKOpee HM30BITOYHO.
OpHako cpeHss BeTMYUHA OKPY>KHOCTH MBIIII] TUTeda
Y KaKIO0TO YeTBEPTOro Obljla HU)KE HOPMBI, 8 YPOBEHb
abOyMHHA B CHIBOPOTKE KPOBH OBLIT CHHXKEH Y KaXKI10-
ro Broporo. [Ipy 3ToM cTarucTiyecku 3Ha4MMOM B3au-
MOCBSI3U ME3K/Ty HUIMH BBISIBJICHO HE OBLITO.

HecmoTpst Ha TOBOJBHO CTPOTHH OTOOP MAIMCH-
TOB, TIOJTYYaBIIUX aJI€KBATHBIA JHAJTHN3, OTCYTCTBHE
AKTUBHBIX OYaroB XPOHHYECKOTO BOCIIAJICHUs, 3HA-
YUMOCTb CHCTEMHOTO BOCHAJICHUsI HE BBI3BIBAIN CO-
MHeHul. HeraruBHas B3aMMOCBA3b MEXKY YPOBHEM
C-peakTHBHOTO OeJIKa U CBIBOPOTOYHBIM alTbOYMUHOM
Obl1a BBICOKOAOCTOBEPHOU. OgHAKO aHAIOTHYHOMN
KOPPETSINH C OKPY>KHOCTBIO MBIIII] TIIeYa, a TaKkkKe
MEX]Ty OKPY>KHOCTBIO MBIIII] TIeYa U YPOBHEM allb-
OyMHHa CHIBOPOTKH KPOBH BBISBICHO HE ObLI0. Bo3-
MOYKHO, 3TO OOYCJIOBJIEHO HEJOCTATOYHO BBICOKON
YyBCTBUTEJILHOCTBIO TOKa3aTeseil KajaumnepoMeTpun
1 HEOOJBIIMM YHCIIOM OOCIeAyeMbIX. Y HaIHUX Ta-
[IUEHTOB He OBUIO JAHHBIX B IOJB3Y XPOHUYECKHX
3a00eBaHMI TICYCHH WM KHIeyHUKa. [loaToMy MBI
rojaraeM, 4To YCBOGHHE OCHOBHBIX KOMIIOHEHTOB
UMM ObUTO afeKBAaTHBIM, a CHHTETHUYECKas (QyHK-
LMsl MeYeHu — coxpaHHou. Eciam 310 cnpaBeinBo,
TOT/Ia B KaU€CTBE TPUINHBI CHIKCHHS YPOBHS CBHIBO-
POTOYHOTO AIBOYMHHA MOXKHO TIPEAIIONIOKUTH, YTO
norpebnenus Oenka (popManbHO — aJeKBaTHOE) BCe
e OBUIO HEOCTATOYHBIM IO CPAaBHEHHUIO C aKTUBHO-
CTBIO CCTeMHOro BocniasieHusi. CiieoBaTesbHo, Ipu
OIICHKE TUETUYECKUX MOTPEeOHOCTEH ciemyeT obpa-
[1aTh BHUMaHHUE Ha MTOKA3aTeI BOCTIAJICHHS, XOTS OBl
Ha KoHIeHTparuio C-peakTuBHOTO Oenka. ITockoms-
Ky B KIIMHUYECKUX PEKOMEHIAINAX HET YETKUX yKa-
3aHUH Ha ATOT CYET, PELLICHHE BOIPOCA IMO-TIPEKHEMY
3aBUCHT OT «IOTPYKEHHOCTH» KOHKPETHOTO Bpaya
oTeNneHus quanusa B mpobaemy BOH.

Bce mamumentsl mMenu mpu3HaKu Tumneprpodun
JIEBOTO JKEJTY0YKA, BEIPAXKEHHOCTh KOTOPOW HE ObLIa
B3aMIMOCBsI3aHA C yPOBHEM apTEPHUAIBHOTO JIaBJIe-
Hus. [IpsMast koppessiust HHIeKCa MacChl MHOKap/a
JIEBOTO KeNyA04YKa U pacCTOSIHUEM NPOWJEHHBIM 3a
6 MHH, TIO3BOJISICT TPEATIOIOKUTh, YTO HECMOTPS Ha
BCE TO, YTO CIPABEIMBO CKa3aHO IO MOBOAY Heba-
TOMPUATHOTO MPOTHOCTUYECKOTO 3HAYESHHSI TaHHOTO
cuHpoMa [9], Bce e OH MOXKET o0llafiaTh HEKOTO-
pPBIMH BHEITHUMH KOMIICGHCATOPHBIMH 3P PeKTamMH,
1o KpaiiHeil Mepe, B OTHOLIEHUHU (usndeckoi pado-
TOCTIOCOOHOCTH. BO3MOXHO, 4TO 3THM YaCTHYHO MO-
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KeT OOBACHATHCS TapaJoKC, B COOTBETCTBHHU C KOTO-
pPBIM MHOTHE JTMAM3HBIE MTAlMEHTHI, UTUTEIHHO Ha-
XOJISAIINECS IO/l MPAKTUYECKN TTOCTOSTHHBIM Bpaueo-
HBIM KOHTPOJIEM, HEPEIKO YMHUPAIOT JOMa B COOTBET-
CTBUU C KPUTEPUSIMU BHE3AIHON CEPAECUHON CMEpPTH
[10], T.e. u camoMy manMeHTy (a COOTBETCTBEHHO, U
Bpady) Ka)XeTCs, 9TO BCE BIIOJHE CTAOWIBHO, UYB-
CTBYET OH ce0S OTHOCHTEIIFHO HEIJIOXO0, TOCTATOYHO
TPYAOCTIOCOOEH ISl CBOETO COCTOSTHUS. DTa Kak Obl
«Onaronoiy4yHas» KJIMHUYECKasi KapTHHA 00ecIedn-
BaeTcs runepTpodueii 1eBoro xenynouka, B KOTOpOM
napajuIeIbHO POTPECCUPYIOT PUCKH AIIEKTPHUECKON
HEroMOT€HHOCTH MHUOKap/a.

SAKJTIOMEHUE

Takum oOpa3om, B HacToALIee BpeMs BOIIPOC B3a-
nMocBs3n bOH u tskecTn arepockiiepoTHUECKOro
MOpa)keHHs1 KOPOHApHBIX apTepHil y MalMeHTOB Ha
I'Jl ocTaercss OTKPBITHIM, a CHUKCHHE (DU3MUECKOU
paboTOCTIOCOOHOCTH pPacCMaTPUBAETCS B paMKax
CEpIECYHON HENOCTAaTOYHOCTU. Pe3ynpTarbl Haulero
HEOOJBIIOTO HUCCIICOBAHUS MO3BOJISIIOT TOBOPUTH O
TOM, YTO TECT ¢ 6-MHHYTHOW X0AbOOW y MalMeHTOB
¢ UBC cnenyer onenuBars Oosee aeransHo. Heol-
XOIMMO TIPOBEJICHHE psiia MCCIIEOBAaHUM, KOTOpBIE
[IO3BOJIMIIM OBl YTOYHUTH, KaK HY>KHO U3MEHATH AUe-
THUYECKNE PEKOMEHJALMH B 3aBUCUMOCTH OT YPOBHS
cucteMHoro Bocnanenus rnpu XbII.
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PEDEPAT

BBEJZIEHUE. XpoHnyeckoin 6oneaHbio novek (XBIT) sBnsgeTcs pacnpoCcTpaHeHHOW NaTonormen, okasblBatoLLer BAnsHue Ha
pUCK CMEPTHOCTW HaceneHusi B Mmpe. PakTopom pucka pasBuTus CepaeyHO-COCYANCTbIX OCIOXHEHWNI ABNSETCS KanbLy-
dukaumsa aopTbl U CTPYKTYP cepaua (knanaHbl, KOPOHapHble apTepun). NepcnekTUBHbIM NPeACcTaBnseTcs uccnenoBaHne
BINSIHUSI LMTOKUHOB, PAAa MHTErpaTuBHbIX MPOBOCMNANUTENbHbBIX MHAEKCOB, 6enkoB ocTpolt dasbl 1 psaa opyrux GakTopoB
BOCMaNeHNs Ha PUCK Pas3BUTUS BHEOCCaNbHOM Kanbundukaumn. LEJIb: n3y4vTb BAUSHNE LMTOKUHOB, MHTErPaTUBHbIX NPO-
BOCMA/INTENbHbIX MHOEKCOB, 6E/IKOB OCTPOIN dasbl 1 psaa Apyrvx GakTopoB BOCMANEHUS HA PUCK Pa3BUTHS BHEOCCA/IbHOWM
kanbumdukaumn. NMALUUEHTBLI 1 METO/bI. Bbino npoBeaeHO OOHOMOMEHTHOE, KOropTHoe uccrnenoBaHue 85 60bHbIX C
XBIM 5[], nonyyatowmx feveHne nporpamMmmMHbIM reMoanann3om. BonbHbIM NpoBOAMIOCE 06LLEKTMHUNYECKOE UCCNeoBaHNe
B COOTBETCTBMM C NPOTOKOIOM. Onpenensincs ypoeHb C-peakTnBHoro 6enka (CPB) KpoBu MMMYHOTYPOOANMETPUHECKUM
cnoco6oM. Ha ocHoBaHMM koHUeHTpauun CPB 1 anbByMurHa nnasmbl KPOBU PACCHUTLIBASICS MHOEKC PUCKa CUCTEMHOIO BOC-
naneHus no wkane Glasgow Prognostic Score (GPS). NHTepneinknH-6 (UJ1-6), nHtepneiikui-3 (UJ1-3) oueHnBanu nmmy-
HOdEepMeHTHbIM aHann3oM. PaccunteiBanca nHaekc cosura nerikoumtoB kposu (MCJIK). Oxokapanmockonuio npoBoavnmn ¢
NpPUMEHEeHNEM OMMNEPOBCKOro pexunma. Pernctpuposanu Hannydne kanbumdukaumm knanaHos cepaua (KKC), oueHnsanu
ee BblpaXeHHOCTb. C Lenblo OLeHKM Kanbumdurkaumm 6piolHOro otaena aopTbl NpoBoAMnack 0630pHasi peHTreHorpadus
OpPIOLIHON NOIOCTM B IEBOM BOKOBOM NPOeKLMU. BbipaXeHHOCTb NPOSIBAEHNA KanbunduUkaLmm aopTbl OLEHMBANN C MOMO-
Wwpto wkansl kanbundukaumn L.1. Kauppilla. Ctatuctniecknin aHanna npoBoauics ¢ npuMeHeHmem Habopa MHCTPYMEHTOB
nporpammbl STATISTICA 12.6 (StatSoft, USA). PE3Y/IbTATbI. ®akTopbl CUCTEMHOIO BOCMANEHMS OKa3blBalOT HEraTUBHOE
BJ/IMSIHWE BbIPAXXEHHOCTb CEPAEYHO-COCYANCTON Kanbumbmkaumm. beiio ycTaHOBAEHO, YTO NoBblLLeHne 3HadeHns GPS cooT-
HocuTCS CO cTeneHbio BbipaxxeHHOCTN KKC n KCA. B cnyyae aHanvsa BbIPaXEHHOCTU KanbLumprKaumm npu y4etTe 3HaveHui
WN-3 1 UNJ1-6 6b1n0 Takke NokasaHo, YTO BbICOKME YPOBHM 3TUX NPOBOCNANNTENbHbIX LIUTOKMHOB @CCOLMMPYIOTCS C BbIpaXeH-
HbIMU MPOSABNIEHNAMM KalbLpUKaLmMm NepeHert CTEHKM aopThl, KasbumdrKauym aopTel Ha yposHe L, . Bkiioyexue B aHanva
MCJIK nokasano BNnsiHME Ha BbIPAXXEHHOCTb KanbLUMPrKaumm CTEHKN a0PTbl M HE NOKa3ano BANAHUS HA UHTEHCUBHOCTb Kalb-
umMdunkaummn KnanaHoB cepaua B LLEeNOM, a0PTasibHOrO KiianaHa v MUTPasibHOro KianaHa B HaCTHOCTW.

KnioueBble cnoBa: cepaeyHO-cocyamcTas KanbLumbukaums, MHTEPNenknH-3, MHTePNenkH-6
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ABSTRACT

BACKGROUND. Chronic kidney disease (CKD) is a common pathology influencing mortality risk in the world population. Calci-
fication of aorta and heart structures (valves, coronary arteries) is a risk factor for cardiovascular complications. The influence
of cytokines, integrin proinflammatory indices, acute phase proteins and other inflammatory factors on the risk of extravasal
calcification is promising. THE AIM: to study the effect of cytokines, integrative proinflammatory indices, acute phase proteins
and other inflammatory factors on the risk of extra-osseous calcification. PATIENTS AND METHODS. A one-stage, cohort study
of 85 patients with CKD 5D treated with programmed hemodialysis was conducted. General clinical examination was carried
out according to the protocol. Blood levels of C-reactive protein (CRP) were determined by immunoturbodimetry. A Glasgow
Prognostic Score (GPS) risk index for systemic inflammation was calculated using CRP and plasma albumin concentrations.
Interleukin-6 (IL-6), interleukin-3 (IL-3) were assessed by enzyme immunoassay. Blood leukocyte shift index (BLI) was calcu-
lated. Echocardioscopy was performed using Doppler mode. The presence of cardiac valve calcification (CAC) was registered,
its severity was assessed. To estimate the abdominal aortic calcification, the abdominal radiography was carried out in the left
lateral projection. The severity of manifestations of aortic calcification was assessed using the L.I. Kauppilla Calcification Scale.
Statistical analysis was performed using STATISTICA 12.6. toolkit (StatSoft, USA). RESULTS. Systemic inflammatory factors
negatively affected the severity of cardiovascular calcification. An increased GPS value was found to correlate with the severity
of CAC and CSA. In the case of calcification severity analysis considering IL-3 and IL-6 values, it was also shown that high levels
of these pro-inflammatory cytokines are associated with severe manifestations of anterior aortic wall calcification and aortic
calcification at the L3 level. Inclusion of ISLC in the analysis had no effect on the severity of calcification of the aortic wall and
no effect on the intensity of cardiac valve calcification in general, the aortic valve and the mitral valve in particular.

Keywords: cardiovascular calcification, interleukin-3, interleukin-6
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BBEOAEHUE

Xponnyeckast Oosnesnp mouek (XbBII) sBister-
CA paclIpoCTPaHEHHOW MaTOoJOTHEN, OKa3bIBAOILIEH
BIUSHUE Ha PHCK CMEPTHOCTH HAacelleHUs B MHUpE
[1]. OnHOW W3 MPUYMH CMEPTHOCTH OOJBHBIX Ha
JUalln3e ABJSETCS CEepAEYHO-COCYAMCTas Marolio-
rusi. PakTOpoM pHCKa €€ Pa3BUTHS SBISETCS Kajb-
uuuKanus aopThl M CTPYKTYp cepaua (KiamaHsbl,
KOpOHapHble apTepuu). lIpm 3TOM BBIpa)KEHHOCTH
CEPACYHO-COCYAUCTON  KalnbIHM(UKAIMKA  CIIOCO0-
CTBYET YCUJICHHUIO PUCKA Pa3BUTHUS OCIOKHEHUH [2].
Bo3MoXHOCTH TPOTHO3UPOBAHHUS €€ Pa3BUTHS OIIpe-
JETSIOTCS M3yYEeHHEM BIIMSIHUSI HAa HUX Pa3HBIX 00-
MEHHBIX HapyleHuil [3], B 4acTHOCTH, HapylIeHUH
MHUHEPaIbHO-KOCTHOTO OOMEHa, BBIPAKEHHOCTHIO
CHUCTEMHOT0 BOCHaJieHus U T.1. B mocnennue roawl
MOSIBIISIIOTCSL Pa0OTHI, TTOCBSIIEHHBIE BIUSHHIO TPO-
BOCTIAJIUTEIBHBIX ()aKTOPOB HA PUCK PA3BUTHUS Kallb-
nUpHUKaLUU a0pTHI U KJallaHoB cepaua [4].

Lens: n3y4nTh BIUSHUE HIUTOKUHOB, UHTETPaTHUB-
HBIX TPOBOCTIAJUTEILHBIX HHACKCOB, OCIKOB OCTPOM
¢a3el U paga npyrux GakTopoB BOCMATICHUS HA PUCK
pa3BUTHSA KaJbUU(UKAIHMU CEPACYHO-COCYAUCTON
CUCTEMBI.

NMAUUEHTbBI U METOAbI

C yudeToM LielM MCCIIEAOBAHUS HAMM OBLIO MPO-
BEACHO OIHOMOMEHTHOE, KOTOPTHOE HCCIICOBaHUE
85 6ombHBIX ¢ XBII 5/1, monmyyaromux Jie4eHne mpo-
rpaMMHBIM TeMouanu3oM. B uccaenyemoit koropre
0opHBIX 0bLT0 40 5y sxeHcKoro mona (47 %) u 45 —

Mmyskckoro nona (53 %). CpenHuii Bo3pacT manueHToB
coctaBui 56,6+14,9 roga.

[Mpuumaamu pasButus XbII ObuH TITOMEpYITO-
Heppur (46,3%), mumenonedppur (21,5%), nuabde-
tndeckas Hedpomnarua (21,5%), runeproHmUecKAi
Hedpockiepos (5,9%) m ayTrocoMHO-IOMHUHAHTHAS
MONTMKUCTO3HAss Oone3ns mouek (4,8%). KagectBo
MUANA3HON Teparnuyd MBI ONEHUBAIN C ITOMOIIBIO
Kt/V (B cpenrem 1,4+0,06). CKkopocTh ITOTOKA KPOBU
cocraBuia 305+22 mMi/MUH, PeKUM YIIETpaduiIbTpa-
1 — 22314876 M 3a ceanc. Jleuenne remonuanu-
30M TIPOAOIIKAIIOCH B cpenaeM 11,7+6,9 rona.

BonbHble, KpOME 3aMECTUTENILHONW MOYEYHOU Te-
panuu, IoJy4ali TakkKe KOHCEPBAaTHBHYIO TEPAITHIO:
¢docdar-ca3piBaromue npemnaparsi (67,4 %), aHTUru-
neprapaTupeonnbie cpenctsa (5,8 %), KalbIuTpruon
(33,4 %), anTurHIiepTeH3uBHEIE mpenaparts (48,4 %).

BonbHBEIM TIPOBOAMIOCH OOIIEKIMHUYECKOE WC-
CJIeJIOBaHNE B COOTBETCTBHH C IpoTOKoIoM. Omipese-
nscst ypoBeHb C-peaktuBHOro Oenka (CPB) kpoBu
AMMYHOTYpOOIUMEeTpHUIeCKUM crtocodbom. Ha ocHo-
BaHnu KoHIeHTpanmuun CPb m amp0ymuHa I1a3Mbl
KPOBH DPACCUHUTHIBAIM WHICKC DPHCKAa CHCTEMHOTO
BocmaneHuss mo mkane Glasgow Prognostic Score
(GPS) [5]. llxama paspaborana it OONBHBIX C
XbIT 5. Banunuzauusi npeaycMaTpuBaeTcsi B XoJie
ITOMCKOBBIX HCCIIEA0BaHUI. BO3MOXHOCTB NTpUMeEHe-
HUSI OCHOBBIBAETCS HAa CTATHCTUYECKON 3HAYUMOCTH
pe3yneTaroB aHanmsa. llpu 3Hagenmn mxambr GPS,
paBHOM 2, OONBHONW OTHOCHWIICS K TPYIIIE BBICOKO-
IO pUCKa CHCTEMHOTO BOCIAJCHHA, NMPU 3HAYCHUU
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1 — ymepeHnHoro, nipu 3Hadenuu 0 — Huzkoro. MuTep-
neiikun-6 (MJI-6), natepnetikuna-3 (UJI-3) onennba-
T UMMYHO(EPMEHTHBIM aHAIM30M C MPUMEHEHUEM
HabopoB («eBioscience», «Bender MedSystemsy).
PaccuuThiBasicss MHIEKC cIBUra JEHKOLWUTOB KPOBHU
(UCJIK) o dopmyne: D+b+H+M+JI, rme D — »03u-
HOUEl, b — 6a30dmier, M — MmoHouTEl, H — Heli-
tpodwiel, JI — mumdorutel. B Hopme MCJIK cocTas-
et 1,9940,15 y.e. [loseimenune MCJIK cBuaerens-
CTBYET O Pa3BUTHH BOCIAJCHHUS M WHTOKCHKAINH B
OpraHu3Me.

OXOKapANOCKONIWI0O TIPOBOAMIN Ha armapare
«PHILIPS HD 11» B B- 1 M-pexxume ¢ mpuMeHCHH-
eM JIOTIIIIEPOBCKOTO peknMa. PerucrpupoBanu Ha-
nugue kanenudukanuu kiananos cepamna (KKC), ee
BBIPAKEHHOCTH OIICHUBAIH C TIOMOIIBIO TIOTYKOJIH-
yecTBeHHOU MeTonuku no Illkane oneHku creneHu
KaJIBIIMHO3a ISl CTPYKTYP Cepla, PeKOMEHIOBaH-
Hol skcmepramu International Society of Nephrol-
ogy [6]. Takxke perucTpupoBanu KaJIbIU(UKAITAIO
MHTPAJIHHOTO W AOpPTaJbHOTO KIJIAIIAHOB B OTIEINb-
HOCTH.

C menpl0 ONEHKH KaldbITU(pUKAINKA OpPIOITHOTO
otnena aoptel (KCA) mpoBoamiiack 0030pHast peHT-
reHorpadust OpPIONTHOW TOJIOCTH B JICBOM OOKOBOW
MIPOCKITNH Ha amapare «Siemens Multix Sw.» («Sie-
mensy», lepmanus). BrIpakeHHOCTh TPOSBICHUH
KaIbIU(UKAIIIA a0PTHl MBI OIIEHWBAIH C TIOMOIIHIO
mkainel kanprudukanuu L.I. Kauppilla, nmpeqnasna-
YEHHOH JJIs1 ONIPeIeNIeH s CTETIEHH TSHKECTH KaJIbI[H-
(hukarnuy Ha ypoBHE OTACIbHOTO cerMenTa (¢ [ mo IV
TTOSICHUYHBIC TTO3BOHKH ), TIEPEIHEH U 3aJHCH CTCHKH
AOPTHI C MOCIEAYIONNM PacYeTOM CyMMapHOTo Oair-
7a KanbpIudukanuu [7].

Y OONBbHBIX O0O0CIICOBAaHHOW TPYIITBI CPETHHC
3HAYEHUs TIIOKa3zaTellell CHCTEMHOTO BOCHAJICHUS
cocrasumu: CPb — 59 [2,5-10,4] mr/n, WI-3 —
33,6+10,6 rr/mir, MJI-6 — 60,9+13,1 rir/mun, UCJIK —
1,8+0,98 k.ex., GPS — 0,38+0,62 Oasa.

CraTrcTHYecKuil aHaNU3 MPOBOIMIN TPH TTOMO-
IIM TIAKeTa MPUKIIAHBIX CTATHCTUYECKUX MPOTPaMM
«Statistica Ver. 12,6» («StatSoft, Inc.», CILIA). s
OIIEHKH yAEITHHOTO Beca HANWYHA MPHU3HAKA B TPYII-
max W MEXTPYNIOBOTO CPaBHEHHS HCIOIb30BAIN
metomr ANOVA. Hcrons30Baiy TakKe OTHO- U IBYX-
(haKTOPHBII JTOTUT-PETPECCUOHHBIN aHAIH?3 C OTIpee-
nenuem kputepueB F u p. HyneByro cTaTucTuyeckyro
TUTIOTE3Y 00 OTCYTCTBHH Pa3IUIHMH U CBSI3CH OTBEp-
ramu ipu p<0,05. C menpro omeHKH HHPOPMATHBHO-
CTH METONIOB HcTob3oBam ROC-aHanmms3 ¢ pacaeToMm
YYBCTBUTENBHOCTH ¥ CTIEHU(UIHOCTH U MPOBEICHH-
€M TOYKH OTCEYeHHS Ha 3HAUYEHUSIX CIenu(puIHOCTH
He MeHee 65 %.
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PE3YJIbTATbI

Hamu ananusupoBasioch BiusiHuE (PakTOpPOB BOC-
NaJICHUs. Ha BBIPAKEHHOCTb CEPIEYHO-COCYIUCTOH
kanpuuukannu. C 3ToH wLenplo ObLT NPUMEHEH
Meroq ANOVA c ompeneneHueM KOIHMYECTBEHHbBIX
3HAUEHUH NPHU3HAKA, OTPAKAIOIIETO BHIPAXKEHHOCTD
KanbUU(UKALMK, B MOArPYIIax, pa3ieleHHbIX II0
paHram ¢axTopoB BocrnasneHus (cM. Tadm. 1).

bb110 mokazaHo, 9TO MO Mepe MOBBILICHUS YPOB-
H1 GPS, B ocobenHoctu no 2 6amioB, Bo3pacraia
crenenb BolpaxxeHHOocTH KKC u KCA. Korga ana-
U3 TPOBONWICS OTAENBHO MO KaJbLUU(PHUKALUH
aopranbHoro (KKC-AK) m MuTpasbHOTO KiaraHa
(KKC-MK), 3aBUCHMOCTbH BBIP@KEHHOCTH HX Kallb-
nudukaun oT ypoBHs: GPS He OblTa cTaTUCTHYECKH
3HAYUMOH, YTO, BEPOSATHO, 00YCIOBICHO HEOOBILINM
KOJIMYECTBOM HAOMIOACHUH NTpH (OPMUPOBAHUH M1O]-
rpynm. Ilpu onenke ocobennocreit KCA Oputo mo-
Ka3aHO, YTO MHTCHCUBHOCTb €€ KaJbLU(PHUKALUN Ha
ypoBHe LI-LIIT mosicHH4HbIX MO3BOHKOB BO3pPACTAET
y 00BHBIX ¢ BEICOKUM ypoBHeM GPS, Ha ypoBHe LIV
(HYDKHUH y9acTOK OT/IeNia aopThl mepes Ondyprarm-
eil Ha oOuMe MOAB3JOUIHBIE apTepHM) 3HAYNMO HE
3aBUCHUT OT ypoBHs GPS.

Takke B KauecTBE OCOOCHHOCTH CJIEOYeT OTMe-
TUTb, YTO WHTCHCHUBHOCTb KaJbLU(HUKALUN Hepe-
HEU CTEHKU aOpThl 3aBUCUT OT ypoBHs GPS.

[anHoe HaOmioneHHE HE HAIIO apryMEHTOB B
KadecTBe OOBSCHEHHsI NMPUYHHBI Takod nuddepeH-
LUaLUHU BEIPAXKEHHOCTH Kanbludukanuu. Ham npen-
CTaBJISIETCS, YTO CTATHCTHUUCCKH HE3HAUYUMBbIC pas-
Truus TpeOyIoT AajbHEHIINX MCCICIOBAaHUN HA BBI-
Oopkax Oosee kpymHOTO 00BeMa. BeposTHO, UMEHHO
pasMep KOropThl HCCIIEAOBAHUS HE IO3BOJISIET IPOsi-
BUTHCS JOCTOBEPHOCTH PsiAa NPU3HAKOB.

[anee namu ObL1a BEIOpana mapa npusHakos NJI-6
n WJI-3. C menpio WX paHroBoro mpeoOpa3oBaHUs
OHU OBLTH pa3zieNeHbl N0 MEOUaHEe PacIpelesICHUs
B rpynmne. 3Hadenus MJI-3 Gonee 32 nr/mn u NJI-6
Ooree 64 TT/MI1 COOTBETCTBOBANM | OallTy, HIKE Me-
JMMaHHBIX 3HaYeHUH — 0 6aroB (Tabdm. 2).

bbio mokazaHO, YTO MOBBIMICHHBIC 3HAYCHHS
NJI-3 u NJI-6 oka3blBaiu BAUSHUE HA BEIPAKEHHOCTh
KanbUU(UKALUU TIEPEAHEH CTEHKH AOPThI, KalbLH-
¢ukarun aoptel Ha ypoBHe LIII.

[Tpu BEIOOpE Maps! mpu3HakoB MJI-3 u UCJIK oba
IpU3HaKa MpeoOpa3oBbIBAJIMCH HAMHU B PAHTOBBIC
3HAUEHMS TAKXKE 10 IPUHLUITY BBIACICHUS MEIUAHBI
pacrpefiesieHnsl 3TUX NPHU3HAKOB B HCCIECIOBAaHHOM
rpynie (tada. 3). [Tosbsimenue 3nauenuit UCJIK 6o-
nee 1,69 y.e. npuHUManocs 3a 1 6am.

Be1o nokazano, yto nossiieHue yposuei NJI-3
u MCJIK crocoOcTBYeT pocTy BBIPAXKEHHOCTH Kallb-
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Tabnuua 1/ Table 1
BnusHue ypoBHs GPS Ha Bbipa>X@HHOCTb Cepae4Ho-
cocyaucTomn Kanbundukaumm

GPS level Influence on the cardiovascular calcification

severity
Mpu3aHak, M=SD GPS, 6annbl
0 1 2
KKC, cTteneHb 0,66+1,1 0,88+1,1 1,521

SS=3,9, MS=1,9, SSerror=47,7, MSerror=0,58, F=3,3, p=0,04
KCA, cTeneHb [0,93+2,0 [0,55+1,1 [1,8+4,0
SS=17,1, MS=8,5, SSerror=168, MSerror=2,1, F=4,2, p=0,02
KKC-MK, cTeneHb [0,39+0,85 [0,43+0,65]0,83+1,33
SS=1,75, MS=0,87, SSerror=26, MSerror=0,32, F=2,8, p=0,07
KKC-AK, cTeneHb |0,31+0,64 [0,50+0,81]0,67+0,21
SS=1,19, MS=0,59, SSerror=19,1, MSerror=0,23, F=2,6, p=0,08
KCA-L1, cTeneHb [0,03+0,18 [0,10+0,45]0,17+0,4
SS=0,41, MS=0,2, SSerror=5,1, MSerror=0,06, F=3,3, p=0,04
KCA-L2, cTeneHb |0,14t05 [0,0+0,0 [0,33%0,81
SS=0,1, MS=0,85, SSerror=14,6, MSerror=0,18, F=4,8, p=0,01
KCA-L3, cTeneHb [0,43+0,99 [0,30+0,66 [ 1,0£2,0
SS=3,4, MS=1,7, SSerror=40,1, MSerror=0,49, F=3,4, p=0,036
KCA-L4, cTeneHb [0,29+0,9  [0,2+0,37 [0,33%0,81
S5=0,96, MS=0,48, SSerror=40,2, MSerror=0,49, F=0,98, p=0,38
KCA-nepenHss cTeHka, CTeneHb | 0,42+1,0 | 0,1+0,22 | 1,2+2,4
SS=11,7, MS=5,8, SSerror=44,4, MSerror=0,54, F=10,8, p<0,001
KCA-3apHsisi cTeHKa, cteneHb | 0,5+1,3 [0,5+0,9 [0,67+1,6
SS=0,60, MS=0,30, SSerror=68,0, MSerror=0,83, F=0,36, p=0,69
Mpumevanune. GPS - wkana Glasgow Prognostic Score (nporHocTuyeckas
oueHka Mmagaro), KKC - kanbumdurkauus knanaHos cepaua, KCA — kanb-
umbukaums cteHkm aopTel, MK — MuTpansHbin knanaH, AK — aopTanbHbIi
KnanaH Ha ypoBHe OTAENbHOro cermeHTa (C I no IV nosSiCHNYHbIE NO3BOHKMN).
Tabnuua 2 / Table 2
BnusaHue noebiweHuna UJ1-3 n UJ1-6 Ha BbipaX€HHOCTb
ceppaevyHO-CoCyaucTomM Kanbundunkaumm
Increased IL-3 and IL-6 effect on the cardiovascular
calcification severity

NN-3+UJ1-6, 6annsl

0 1

KKC, cTteneHb 0,77%+1,3 1,1£1,3
SS=0,004, MS=0,004, SSerror=33, MSerror=0,67, F=0,006, p=0,96
KCA, cTeneHb 054+1,9  [1,44%1,9
SS=17,1, MS=5,9, SSerror=91, MSerror=1,9, F=3,2, p=0,08
KKC-MK, cTenetb [0,31+0,85 [0,63+0,96
S$S=0,49, MS=0,49, SSerror=20,2, MSerror=0,4, F=1,2, p=0,28
KKC-AK, cTeneHb |0,46+0,76 ]0,46+0,83
S$S=0,03, MS=0,03, SSerror=13,3, MSerror=0,27, F=0,09, p=0,76
KCA-L1, cTeneHb [0,08+0,41  [0,01+0,01
SS=0,32, MS=0,32, SSerror=13,3, MSerror=0,06, F=1,3, p=0,10
KCA-L2, cTeneHb [0,04+02  [0,15%0,5
SS=0,48, MS=0,48, SSerror=6,2, MSerror=0,13, F=3,8, p=0,06
KCA-L3, cteneHb | 0,13+0,61 | 0,85+1,2

SS=7,5, MS=7,5, SSerror=15,1, MSerror=0,31, F=24,4, p<0,001
KCA-L4, cTeneHb [0,25¢1,2  [0,41%0,7
SS=0,11, MS=0,11, SSerror=35, MSerror=0,71, F=0,16, p=0,69
KCA-nepepnHsisi cTeHka, cTeneHb | 0,21+0,83 | 0,63+1,1

SS=3,2, MS=3,3, SSerror=24, MSerror=0,48, F=6,7, p=0,01
KCA-3aaHs19 CTEHKA, CTEMNEHDb |0,33i1 Al |O,81i1 4

SS=2,5, MS=2,5, SSerror=40,8, MSerror=0,83, F=2,9, p=0,09

MpuaHak, M+SD

Mpumeyanune. NN-6 — nHtepnenkuH-6, UJ1-3 — nutepneiiknu-3, KKC —
kanbundurkaumsa knanaHos cepgua, KCA — kanbundurkaumna CTEHKN
aopTbl, MK — MutpanbHbIin knanaH, AK — aopTanbHbIl kKnanaH Ha ypoBHE
oTAenbHOro cermenTa (¢ |1 no IV nosiCHMYHbIE MO3BOHKN).

nM(UKAIUN CTEHKH a0pThI, HE BIHSS HA HHTEH-
CHUBHOCTPH KalbIU(PUKALINK KIIANIaHOB CepAIa B
[eJIOM, a0pPTAJBHOTO KJIaraHa U MUTPAIBLHOTO
KJIarlaHa B yacTHOCTH. llpn moBbImeHN# ypoB-
ueit JI-3 u UCJIK Bo3pacTaeT HHTEHCUBHOCTD
KaJbIU(UKAINA CTEHKH aOpThl HA YPOBHE I10-
SICHUYHBIX 1T03BOHKOB LII-LIV, a Taxke Kaib-
nuduKaMsa Kak MepeaHel, Tak u 3aaHeil CTeH-
KH aOpTHI.

B ciyuae, xorma B mape WJI-MCJIK WJI-3
Mensercst Ha MJI-6, 3To compoBokmaeTcst aHa-
JIOTUYHBIM BIHASHUE HA BBIPAKEHHOCTH Kajlb-
nudukaruy (tabmn. 4), T.e. moBsimenue NJI-6 n
HCJIK Taxke crmocoOCTBYET MOBBIMICHUIO WH-
TEHCUBHOCTH KaJbIIM(HUKAIINA CTEHKH aO0pPTHI,
MPENMYIIECTBEHHO B HIDKHHUX CETMEHTax ee
OpIOITHOTO OTAeNa W Kak IO TepenHel, Tak u
I10 33JJHEH CTEHKE.

Hcnonp3oBadme  TpoWHOH  KOMOWHAITUH
MPU3HAKOB B BHJIE€ MOBbIIEHUs ypoBHer WNJI-
3, NJI-6 u UCJIK Takke TeMOHCTPUPYET MPO-
(¢np BIUAHNSA Ha MHTEHCHBHOCTH KaibIH(H-
kauu, cBocTBeHHBIH mapam WJI-3+UCJIK u
NJI-6+UCJIK.

B zaxmouenne mamm Obu1 TIpoBeneH ROC-
aHaJIM3 OIEeHKH WH(OPMATHBHOCTH, OCHOBAH-
HOW Ha YyBCTBUTEIHFHOCTH W CHeNH(PHUIHOCTH
pa3paboTaHHBIX HAaMH METOAOB IPOTHO3UPO-
BaHUS BBIPAKEHHOCTH CEPACYHO-COCYINCTON
KanmpIuKaui. B kadecTBe MporHo3upyeMo-
ro ¢akropa OblIa BeIOpaHa COAPYKECTBEHHAS
CepJeYHO-COCYUCTas KambInu(uKaIus, a B Ka-
gecTBe (PaKTOPOB prcKa (GaKTOPHI BOCTAJICHHUS,
MIPOIEMOHCTPUPOBABIINE CBOE BIHMSHHE Ha
BEpPOSITHOCTh OOHAPY)KEHUS KaJIbITU(UKAIINH
(Tabm. 5).

Bce ¢akTops! prucka 1eMOHCTPUPOBAIN XO-
pomre 3Ha4eHHUs WHPOPMATUBHOCTHU, OIpEIe-
JISIOUINE TPUTOJHOCTh WX TNPUMEHEHHS IS
(hopMupOBaHHS TPYNI pPHUCKA BBIPAKEHHON
CEepIeYHO-COCYAUCTOMN KabIIN(UKAIIHIH.

OBCY>XAEHUE

B xone nccnenoBanus OBIJIO IOKA3aHO, YTO
(bakTOpBI CHUCTEMHOTO BOCIAJICHHS OKa3bIBa-
I0OT HEeTaTHMBHOE BIHMSHWE Ha BBIPAKEHHOCTH
CePIEIHO-COCYIUCTON KanbIupukanun. beimo
YCTaHOBJICHO, YTO TOBBIMIeHNE 3HaueHUsT GPS
COOTHOCHTCSI CO CTENEHBI0 BBIPAKEHHOCTH
KKC u KCA.

B cnyuae ananm3a BRIpa)KEHHOCTH KaJbIIH-
¢ukammm nipu yuete 3Hadenuit MJI-3 u NJI-6
OBUTO TaKKe IMMOKa3aHO, YTO BBICOKHE YPOBHU
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Tabnuua 3 / Table 3
BnusHue noebiweHnsa UJ1-3 n UCJIK Ha BbipaXXeHHOCTb
cepae4YHo-cocyaucToin kanbuudunkaumm

Increased IL-3 and ILC effect on the cardiovascular
calcification severity

MpusHak, M+SD NN-3+NCJIK, 6annbl

0 1

KKC, cteneHb 0,9+1,3 1,4%1,4
S$5=0,26, MS=0,26, SSerror=37, MSerror=0,77, F=0,34, p=0,56
KCA, cTeneHb | 0,17+0,56 | 1,9+2.6
SS=40, MS=37, SSerror=64, MSerror=1,3, F=26,9, p<0,001
KKC-MK, cTenetb [0,5¢1,0 |0,830,9
SS=0,06, MS=0,06, SSerror=21, MSerror=0,43, F=0,13, p=0,72
KKC-AK, cTeneHb |0,44+0,8 [0,63+0,9
SS=0,58, MS=0,58, SSerror=14,1, MSerror=0,29, F=1,9, p=0,16
KCA-L1, cTeneHb [0,13+0,5 [0,04+0,19
SS=0,30, MS=0,30, SSerror=4,2, MSerror=0,09, F=3,4, p=0,07
KCA-L2, cteneHb | 0,04+0,2 | 0,23+0,6
SS=1,3, MS=1,3, SSerror=7,1, MSerror=0,15, F=9,1, p=0,004
KCA-L3, cTeneHb [0,0+0,0 [1,1+1,4
SS8=17,3, MS=17,3, SSerror=13,8, MSerror=0,29, F=60,2, p<0,001
KCA-L4, cTeneHb [0,0£0,0 |0,54+0,86
SS=6,2, MS=6,2, SSerror=5,6, MSerror=0,12, F=53,3, p<0,001
KCA-nepegHss cTeHka, CTeneHb | 0,04+0,2 | 0,77£1,5
SS=12,1, MS=12,1, SSerror=26, MSerror=0,54, F=22,5, p<0,001
KCA-3apHssi cTeHka, CTeneHb | 0,13+0,4 | 1,1+1,6
SS=14,4, MS=14,4, SSerror=25,8, MSerror=0,54, F=26,9, p<0,001

Mpumeyanue. NHTepneiiknH-3, UCJIK — nHaekc casura nemkoumToB B
kpoBu, KKC — kanbumndurkaums knanaHos cepgua, KCA — kanbuydukaumsa
CTeHku aopTbl, MK — muTpanbHbIn knanaH, AK — aopTabHbI KnanaH Ha
YPOBHE O0TAeNbHOro cermenTta (¢ | no IV nosiCHU4YHbIE MO3BOHKN),

Tabnuua 4 / Table 4
BnusHue noBbiweHnsa UJ1-6 n UCJIK Ha BbipaXkeHHOCTb
cepaedyHo-cocyaucTomn kanbuudunkaumm
Increased IL-6 and ILC effect on the cardiovascular
calcification severity

MpusHak, M+SD NN-6+UCJIK, 6annbi

0 1

KKC, cteneHb 0,56+1,3 1,1+1,3
SS=0,21, MS=0,21, SSerror=35, MSerror=0,7, F=0,31, p=0,58
KCA, cTeneHb | 0,44%1,5 | 1,44+1,9
SS=9,5, MS=9,5, SSerror=68, MSerror=1,36, F=6,9, p=0,01
KKC-MK, cTenetb [0,30+0,84 [0,67+0,95
S5=0,58, MS=0,58, SSerror=20,3, MSerror=0,41, F=1,4, p=0,24
KKC-AK, cTeneHb [0,30+0,74 [0,50+0,83
SS=0,29, MS=0,29, SSerror=14,5, MSerror=0,29, F=0,99, p=0,32
KCA-L1, cTeneHb [0,08+0,4 [0,04+0,19
SS=0,09, MS=0,09, SSerror=4,1, MSerror=0,08, F=1,1, p=0,30
KCA-L2, cTeneHb |0,16+0,62 [0,15+0,53
S$S=0,005, MS=0,005, SSerror=12,5, MSerror=0,25, F=0,02, p=0,89
KCA-L3, cTeneHb [0,12+0,60 [0,81%1,1
SS=7,0, MS=7,0, SSerror=16,2, MSerror=0,32, F=21,6, p<0,001
KCA-L4, cTeneHb [0,040,20 [0,37+0,74
SS=2,9, MS=2,9, SSerror=6,9, MSerror=0,14, F=20,7, p<0,001
KCA-nepenHssi CTeHka, CTeNeHb | 0,16+0,62 | 0,59+1,0
SS=3,2, MS=3,2, SSerror=16,9, MSerror=0,34, F=9,5, p=0,003
KCA-3agHss cTeHka, CTeneHb | 0,28+0,89 | 0,85%1,4
SS=4,4, MS=4,4, SSerror=33,3, MSerror=0,67, F=6,6, p=0,01

3THX TPOBOCTIAIUTENHHBIX ITMTOKHHOB aCCO-
IUUPYIOTCSI C BBIPQKEHHBIMU TPOSBICHUSIMU
KambIU(UKAIMA TepeTHel CTEHKH aopThl,
kanpnudukauu aopTel Ha ypoBHe LIII. Brtro-
yeane B ananu3 VCJIK mokaszano BimusHuE Ha
BBIP@KEHHOCTh KaJTbIIU(UKAIIIN CTEHKH aop-
THI ¥ HE TIOKA3aJI0 BIMSHUSA Ha MHTEHCHUBHOCTH
KaJmbIU(UKAINA KJIAMIAaHOB CEpAlla B IIEJIOM,
AOPTAIFHOTO KJIalmaHa ¥ MUTPAIFHOTO KIlara-
Ha B YacTHOCTH. Vcmonb3oBaHWE B KadecTBe
MapKepoB  TSDKECTH  CEpICYHO-COCYINCTON
Kanpiudukamu GakTopoB CHCTEMHOTO BOCTIA-
JICHHs OTIPaBIAaHO YYacTHEM CHCTEMHOTO BOC-
MaJeHHus B TMPOLECCaX CEepAeYHO-COCYANCTOTO
pPEMOAETUPOBAHHS M, B YACTHOCTH, CEPJIEIHO-
COCYIHCTOH KanbIupukanmun y 60a6HbIX ¢ XbI1
5] craguu. BO3MOXHOCTb MPOTHO3UPOBAHUSA
Pa3BUTHSA TOKENBIX (POPM KaTbIHUPUKAIIIN HA
OCHOBE OILIEHKH YPOBHEW MPOBOCTIATUTEIBHBIX
nutokuHoB (MJI-3, NJI-6), a Takke psga wH-
nekcoB (MCJIK, GPS) mo3Bonsier hopmMupoBarth
TPYTIITBI PECKA U TPOBOIUTH B HUX MOHUTOPHHT
COCTOSIHHSL CEPIIEYHO-COCYINCTONH CHUCTEMBI C
TTOVICKOM BEPOSITHBIX 30H KalbIU()UKALINH.

3AKJIIOYEHUE

TaxoMm o0pa3oM, MOKa3aHO BIWSHHE (ak-
TOpoB cuctemHoro Bocnanenus (MJI-3, NJI-6,
HCJIK u GPS) Ha BBIpa)XEHHOCTH CEpACUHO-
COCYIMCTOH KalbI(pUKAIIH, OTpeesIeHbI 0~
POTOBBIE 3HAYCHUS ITUX (HAKTOPOB, UMEIOIIUX
JIMarHOCTHYECKYIO [IEHHOCTbD, MTOKa3aHa BBICO-

Tabnuua 5 / Table 5
ROC-aHann3 nHpopmaTMBHOCTHU
napameTpoB BOCMNaJsieHNUq B
MPOrHo3MpoBaHUn cepae4yHo-coCcyaucTomn
kanbsundukaunm (KKC+KCA)
Inflammation parameters informativity

ROC -analysis in the prediction of cardiovascu-
lar calcification (CHV+CAA)

[Mokazatenb AUC MHdopmaTUBHOCTb
YyecTeu- | Cneunduy-
TESIbHOCTb | HOCTb

-6 0,73 65 70

nn-3 0,81 85 85

NCJIK 0,84 87 80

n-3+1J1-6 0,83 95 75

WN-6+NCJIK 0,85 85 85

WNN-3+GPS 0,84 80 90

Wn-3+Nn-6+NCJIK | 0,91 95 85

Mpumeyarmne. KKC - kansumburkaums knanaHos cepaua, KCA — kanbumndun-
Kaums cteHkn aopTbl, MK — MuTpansHbIv knanaH, AK —aopTanbHbIv KnanaH.
WN-6 — nutepneiiknH-6, UCJIK — nHaekc casura nemkoumToB B KPOBW, LI
Ha YPOBHE OTAENbHOro cermeHTa (¢ | no IV nosiCHMYHbIE MO3BOHKM)
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Mpumeyanne. UN-6 — uHtepnenknu-6, UJ1-3 — nutep-
nenkmH-3, UCJIK — nHpekc casura nemkoumToB B KPOBU,
GPS - wkana Glasgow Prognostic Score (nporHocTuyeckas
oueHka [masro).
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Kasi ”H(POPMATUBHOCTH JAHHOTO BUJA MUATHOCTHYC-
CKOTO TTPOTHO3WPOBAHHS.
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PEDEPAT

B crtatbe npencraBneHbl 0COBEHHOCTU aTUMNYHOIO FreMONITUKO-ypemudeckoro cuHopoma (ORPHA 544472) y peteir. Atu-
NMUYHbIA TEMOSINTUKO-YpeMUYecknin cuHapom (al'YC) onpenensieTcs TpMagon: remonntnyieckast aHeMusi, TPOMOOLIMTONEHUS U
OCTPOE NOBPEXAEHME MOYEK Y AETEN N B3POCHbIX NaumMeHToB. B katanore OMIM npeacTaBneHbl peHoTunmnyeckue cepum al'yYC
¢ mytaumsmn C3, CFB, CFH, CFHR1, CFHR3, DGKE, MCP, THBD reHoB. ATUNNYHbI/ FTEMOIUTUKO-YPEMUNYECKUIA CUHAPOM Ha-
CTO aCCOLMNPYETCS C MrEHHbIMW MyTaumMsaMu B Benikax 1 akTmeaTopax, PEryiMpyloLLmx KommnaemMeHT. Mbl coobLiaem o crnyyae y
LeBOYKM, y KoTopor maHndecTrposan al'YC B Bo3pacTe 8 net 5 mec n Tsaxkenslin peumomns B Bo3pacte 8 net 10 mec. Peunams
XapakTepr3oBascs NPOSIBNEHNSMN FEMONIMTUYECKOM aHEMUN, TPOMOOLIMTOMNEHNIN, OCTPOIO NOBPEXAEHMS MOYEK, TSXKENON ap-
TepuanbHOM rmnepTeH3nn, BbICOKUM YPOBHEM NakTaTaerMaporeHasbl 1 MemOpaHHO-aTaKyloLLero KOMnaekca, HU3kKUM coaep-
XaHunem komnoHeHTa C3. Mocne 5 kypcos remoamanuaa, 3 remoamadunsTpaLmnin yBEANYUACS ANYPE3 U YIYHLLNANCE BUOXUMN-
yeckue nokasatenu. Ml npeactasunmn al'YC y pebeHka, accoummpoBaHHbIii ¢ MyTaumer reda p.Cys1101Tyr C3. Mbl npyumeHunmn
VMHrMouTop KomnnemeHTa npenapar «Elizaria»®, 6GrnoaHanor opuriHanbHOro npenapaTta aKkyamaymaba, ans neyeHus pedbeHka c
aTUMUYHBIM FEMOSIUTUKO-YPEMUYECKMM CUHAPOMOM BCAEACTBME MyTauun reHa C3. Tepanunst UHrMOUTOPOM CUCTEMbI KOMIe-
MeHTa NpenapaTom «3mM3apus» CoxpaHuna 340P0Bbe U XN3Hb 6OSIbHOWN AEBOYKE, UMEIOLLEN Tsxenblii peunams al'yYC.

KnioueBblie cnoBa: atvnuyHblli FeMONTUKO-YPEMUNYECKUIA CUHAPOM, MyTauus reHa C3, akynnaymab, anmsapus, 4eTu
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LITERATURE REVIEW
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ABSTRACT

This article presents the features of atypical haemolytic-uremic syndrome (ORPHA 544472) in children. Atypical haemolytic-
uremic syndrome (aHUS) is defined by a triad: haemolytic anaemia, thrombocytopenia and acute kidney injury in pediatric
and adult patients. The OMIM catalogue presents the phenotypic series of aHUS with mutations of the C3, CFB, CFH, CFHR1,
CFHR3, DGKE, MCP, THBD genes. Atypical haemolytic-uremic syndrome is often associated with gene mutations in proteins
and activators that regulate complement. We report the case of a girl who had a manifestation of aHUS at 8 years 5 months
of age and a severe relapse at 8 years 10 months of age. The relapse was characterised by manifestations of haemolytic
anaemia, thrombocytopenia, acute renal damage, severe arterial hypertension, high lactate dehydrogenase and membrane
attack complex levels and low C3 component. After 5 courses of haemodialysis, 3 haemodiafiltration, diuresis increased and
biochemical parameters improved. We presented with ASUS in a child associated with a p.Cys1101Tyr C3 gene mutation. We
used a complement inhibitor, Elizaria®, a biosimilar to the original drug eculizumab, to treat a child with atypical haemolytic-
uremic syndrome due to the C3 gene mutation. The complement system inhibitor therapy with Elizaria preserved the health and
life of a sick girl with a severe relapse of aHUS.

Keywords: Atypical hemolytic uremic syndrome, C3 gene mutation, Eculizumab, Elizaria®, Children
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OB30P JINTEPATYPbI

I'emonutuko-ypemnueckuit cunapom (I'YC) y ne-
TEl XapaKTepU3yeTcss MUKPOAHTHMONATHUECKOW reMo-
mutrdeckor anemuet (MAI'A), TpomOommToIeHUEH
oTpeOIeHNS, OCTPBIM ToBpekIeHNeM modek (OI1IT)
[1-4].

Tummuset ['YC (D+I'YC) manudectupyer y
JeTel valie B Bo3pacte J0 3 JIeT ¢ MpoIpOMajIbHbIM
MEPUOZOM DHTEPOKOJINTA W jauaped, St. pneumonia
WH()EKINH, CHMITTOMOKOMIIJIEKCOM OCTPOTO TTOBPEXK-
nerus nodek (OIIIT), TpoMOOIIMTONIEHHH M MHKPO-
AHTUOTATUYECKOM TeMOIIMTHIECKON aHemuH ¢ (par-
MEHTHUPOBAHHBIMH 3PUTPOIUTAMHU (IIIM30IIUTAMH), B
OOJIBIIMHCTBE CIIy4aeB ¢ OJIaronpUsTHBIM IIPOTHO30M
U BBI3JIOPOBJICHUEM B PE3yJbTaTe MEIUKAMEHTO3HO-
ro JICYECHHUs, 3aMECTUTEIbHOW IMOYEYHOU Tepanuu
nuanu3oM. [loBbllieHNE ypOBHEN B KPOBU JaKTaTIe-
ruaporenassl (JIJAI'), obmero ounmupyOuHa (3a cuer
HEMPSIMOT'0), CBOOOJHOTO TeMOITIO0OMHA U CHIKCHHE
rantoriioOMHa yKa3bIBarOT Ha BHYTPUCOCYIUCTBIH re-
MOJIM3 ¥ TEMOJIMTUICCKUNA XapakTep aHemuu [3, 4].

Atnmunetii ['YC (al'VC) y meteit mMeeT aTummmy-
HY0 MaHH]ecTaIuio 0e3 TpoAPOMAIILHOTO TTEPHo/a C
SHTEPOKOJIMTOM H JHapeid, S. pneumonia HHMEKITUH,
BO3PaCTHBIE OCOOCHHOCTH JAE0I0Ta, PELUAUBUPYIO-

mee TeYeHHe C KpU3aMHu TPOMOOIMTOIICHUH, MHUKPO-
aHruonaTuyeckor remoiautuyeckor anemuu, OIIII ¢
BBICOKMM PUCKOM Pa3BUTHS TEPMUHAIBHON MOYEUHOM
HEJI0OCTaTOYHOCTH, JIETaJbHOIO HCXoaa. Beinensior
HaCJICACTBEHHBIN U criopaguaeckwii al YC [1-4].

Hacnencteennsrit al ' YC (ORPHA 544472) y nenu-
aTpUUYECKUX TAMEHTOB 00YCIIOBIICH HAPYIIICHUEM Pe-
TYIISIUHA CUCTEMbI KOMIUIEMEHTA BCJISICTBUE MY TaIlUN
TCHOB, KOJUPYIOIIUX PETYJISATOPHBIC OSJIKK allbTepHA-
THUBHOTO MyTH aKTUBAIIMU KoMIuieMeHTa [ 1-4].

Kak m3BecTHO, crucTeMa KOMILIEMEHTA SIBIISCTCS
OITHUM BaKHEHTTNX (PaKTOPOB MMMYHHOU 3aIlHTHI,
BkitoyaeT 30 OenmkoB. CyIecTBYIOT TpU IyTH aK-
THUBAIlMM CUCTEMBl KOMIUIEMEHTA: KJIACCUYECKH,
aJbTepHATUBHBIN, JIeKTUHOBLIN. Kiaccuueckuii u
JIEKTUHOBBIM MyTH CBS3aHBI C aJalITUBHBIM MUMMYH-
HBIM OTBETOM, aJIFTEPHATUBHBIN MyTh 00ECTIEYNBACT
BpOXKIeHHBIH nMMyHHTET. KommoneHTs! (C) Kimaccu-
YECKOTO ¥ aJbTePHATUBHOTO TyTeH 0003HAYaroTCs
mudpamu (Cl, C2 1 T.A.), IPOAYKTHI PACIICIUICHUS
o0o3naueHb! OykBamu (C3a, C3d u T.1.). Benku anb-
TEpHATUBHOTO MyTH HasbiBaloT (pakropamu (B). Tpu
MyTH aKTUBAllUd CHUCTEMBbl KOMIUIEMEHTA: KIIACCH-
YECKUM, aJbTepPHATUBHBIN, JIGKTUHOBBINA CXOIATCS B
Touke pacmeruienns C3 gpaknun komruieMeHTa [3].
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AKTHUBaIUS KITACCHYECKOTO W JIEKTHHOBOTO ITyTel
HAYMHAETCSI TIOCTIE€ CBSI3BIBAHHUS C UMMYHHBIMH KOM-
IUIEKCAMU WM MUKPOOPTaHU3MaMH, COOTBETCTBEHHO,
a aJbTepHATHBHBIN MyTh aKTUBHPYETCS MIOCTOSHHO C
obpazoBanneM C3b, KOTOPBIH CBSI3BIBACTCS C MATOre-
HaMU U KJIeTKaMu Xo3siMHa. Ha gy>xeponHoi nosepx-
HocTH Oaktepuit C3b ces3wiBaeT paktop B (CFB), ko-
TOpBI pacmierusiercs dakropom D ¢ popmupoBanu-
em C3 — konBeprasel C3bBb. 3arem C3 — koHBepTasa
C3bBb B reoMerpuyeckoil MPOrpeccHy pacUIeruIseT
C3 u dopmupyer C5- konBeprasy. B pesynsrare pac-
merieHus: C5 obpasyercs komrnoHeHT CSb, KOTOpbIi
yJacTByeT B oOpa3oBannu C5b—9 nurudeckoro Mem-
Opanoarakyromrero komriekca (MAK) [3].

®daxtop kommiementa H (CFH), u3BecTHbIi Kak
6eta-1H-rmobynun, npeacrasiser codoil CbIBOPOTOY-
HBII TIIMKONPOTEUH, KOTOPBIA PEryIupyeT (PyHKINIO
AIBTEPHATHBHOTO ITyTH KOMILJIEMEHTA, CBS3BIBASCH C
C3b, yckopseT pacmiaa KOHBEpPTa3bl aTbTEPHATHBHOTO
mytn C3bBb, a takke nmetictByeT kak kodaxrop Cl
komrioHeHTa komruiemenTa (CFI) [3].

B mnarorenese nacnenctBenHoro al'YC wurparor
pOJb 4 PEryisaTOPHBIX OElKa ajJbTePHATUBHOIO IyTH
komriemenTa: pakrop H(CFH), memOpanHsbIit kodak-
topubd Oemok (MCP wm CD46), dakrop I(CFI) u
TpomOomoynuH; 3 mpotenHa C3 u 2 mporeuna C3 —
konBeprasel, C3 u daxrop B (CFB) [3]. AkruBanus
QJIBTEPHATHBHOTO IyTH KOMIUIEMEHTa ¢ 00pa3oBaHU-
em C5b—9 nutnueckoro MAK mpuBOANT K pa3BUTHIO
TpoMOoTHIecKoi Mukpoanruonaruu (TMA) [3-6].

bnaronapsi 1oCTUXXKEHUSIM BCEMUPHOM MEIUIIMH-
CKOW TeHETHKH WACHTU(DUITNPOBAHBI My TAIlUH T€HOB,
KOJUPYIOIINAX PETYIITOPHBIC TPOTEHUHBI allbTepHa-
TUBHOT'O IIyTH KOMIUIEMEHTA, KOTOPbIE OTBETCTBEHHBI
3a pa3Butue HacnenctseHHoro al' YC. B pesynbrare
MOJICKYJISIPHO-TEHETUYECKUX ~MCCIICJOBAaHUN  ycTa-
HoBjeH natorene3 al ' YC y mequaTpudecKux U B3pocC-
nbeIX nanueHToB. B karanore OMIM npezncTaBieHbl
XapaKTEepUCTUKN TEeHOTHWNa W (eHoTHIa Haciea-

ctBeHHoro al YC. ®enorunmueckas cepust al' YC mo
OMIM (tabmuma) [1].

V. Frémeaux-Bacchi et al. (2011) [6] yka3bIBaroT Ha
TEHETUUYECKYIO MPEAPACTIONOKEHHOCTD K aTHITHYHOMY
I'VC (aI'VC) ¢ yuyacTuem MSATH T€HOB, KOTUPYIOIIUX
KOMITOHEHTBI KOMIUIEMEHTA, UTPAIOIe POJib B aKTH-
BallMM WM KOHTpOJIe anmsrepHatuBHOTO IytH: CFH
(xomupyromuii dpakrop H(CFH)) nnertudumpyror B
30%; MCP (xomupyrommii MeMOpaHHbIH Ko(haKTop-
HbIit 6enok (MCP umn CD46]) — B 10%; CFI (xonupy-
toumi paxrop 1) — B 5-15%; C3 (xomupyrommii C3) —
B 10%; penxo — CFB (dpakrop koguposanus B). [Tpex-
pactonokeHHOCTh K al'YC HaciemyeTcst ¢ HEeToITHOH
MeHeTpaHTHOCTRIO. [Ipr3HaHo, 4yTo MyTarmu o0yciaB-
JIMBAIOT MIPEAPACIIONOKEHHOCTh K pa3sututo al YC, a
HE HEMOCPEICTBEHHO BBI3BIBAIOT 3a00JeBaHUE, M YTO
JUISL TIPOSIBJICHUSI 3a00JIeBaHUsl TPEOyeTCsl BTOPOE CO-
ObITHE (TeHeTHUecKoe WM dKosormyeckoe). Hawamo
al'YC B OONBIIMHCTBE CITydacB CJICIyeT 3a TPUITEp-
HBIM COOBITHEM (JacTo OaHAIBHOW Ce30HHOW WH(EK-
mueii). Hexontponupyemast konsepraza C3 mpuBOIUT
K MOBBILICHHOMY OTIOKeHuto C3b Ha 3HIOTENNH Co-
CYIOB M y4acTBYeT B IIPOTPOMOOTHYECKOM COCTOSTHHH.
®enorur al'YC BappupyeT OT Jierkux (JopM C MOTHBIM
BOCCTAHOBJICHHEM (DYHKITUH TIOYCK IO TSHKEIBIX (hopM
C TEPMUHAJIBHOM CTaJIUEN MOYEUHON HEJJIOCTATOYHOCTH
B TEYEHHE MIEPBOT0 ro/ia Iocjie Havyaa 3aboneBaHus [6].

OcoOennoctu ¢enoruna u renoruna al'yYC
BCJIeACTBUE MyTalnuu reia C3

Atunmuseii ['YC ¢ aHOManusM#u reHa KOMILIE-
menTa/Atypical hemolytic uremic syndrome with
complement gene abnormality — pegkoe Hacnen-
ctBeHHOE 3a0oneBanne (ORPHA: 544472) [2].

Myranuto resa C3, KapTHPOBAaHHOTO Ha XPOMO-
come 19p13.3, BeisiBist0T B 2—11 % cnyyaeB y neaua-
TPUUECKHX MAIlMEHTOB C TPY/AHOT0 Bo3pacTta 1o 18 et
c al'VC [1,3-5]. Huskwuit ypoBenr C3-koMmoHeHTa
KOMIUIEMEHTa B Iulazme oOHapyxwusatoT B 70-80%
ciayuaeB y nanueHTo ¢ al'YC BeaenctBue MyTaluu

Tabnuua / Table

deHoTUNNYeECKaa cepus reMoJIMTUKO-ypeMudeckoro cuigpoma (no OMIM)
Phenotypic series Hemolytic Uremic Syndrome (no OMIM)

Xpomocom- | PeHoTmn Hacne- | ®eHotun | Cum- leH/nokyc
Has nokanu- [oBa- [Homep BO HOomep
3aumsa reHa HVe MIM reHa MIM
20p11.21 [emMonnTNKO-ypeMmNYecknin CUHAPOM, aTUMNYHBIN, BOCMIPUMMYNBOCTb K, 6 | AD 612926 |THBD |188040
19p13.3 TeMonnTrKo-ypemMmyeckunii CUHAPOM, aTUMUYHBIA, BOCNPUUMYMBOCTE K, 5 | AD 612925 |C3 120700
17922 HedpoTtuueckunin cuHapom, Tun 7 AR 615008 |DGKE |601440
17922 [eMONNTUKO-yPEMUYECKNA CUHOPOM, aTUNNYHBINA, BOCIPUUMYNBOCTL K, 7 | AR 615008 |DGKE |601440
6p21.33 [eMoONNTUKO-YPEMUYECKNIA CUHOPOM, aTUMNYHBINA, BOCIPUMMYNBOCTL K, 4 | AD 612924 |CFB 138470
4925 [eMonnTUKO-ypeEMNYECKNIA CUHOPOM, aTUMNYHBIA, BOCMIPUMMYNBOCTB K, 3 AD 612923 |CFI 217030
1932.2 [eMONNTUKO-YPEMUYECKNIA CUHOPOM, aTUNNYHBIN, BOCNPUMMYMBOCTL K, 2 | AD, AR | 612922 | MCP 120920
1931.3 eMONNTUKO-ypPEMUYECKNA CUHOPOM, aTUNNYHBINA, BOCAIPUMMYUBOCTb K AD, AR 235400 |CFHR1 |[134371
1931.3 [eMoNNTUKO-yPEMUYECKNIA CUHOPOM, aTUNNYHBINA, BOCIPUMMYNBOCTb K AD, AR [235400 |CFHR3 |605336
1931.3 [eMoONNTUKO-yPEMUYECKNA CUHOPOM, aTUNUYHBIA, BOCNPUMMYNBOCTL K, 1 AD, AR [235400 |CFH 134370
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rera C3 [1-5]. I'em C3 xomupyeT KOMITOHEHT KOM-
mwieMenTa C3, KOTOPbII UrpaeT UEHTPAIbHYIO POJib B
aKTMBALUK aJIkTepHATUBHOTO ITyTH. MyTauuu rena C3
MIPUBOMST K HAPYIICHUIO CBA3BbIBaHUS C3-KOMIIOHEHTA
C PEryjJsaTOpHBIM O€JIKOM aJIbTePHATHBHOTO TYTH
KOMIUIEMEHTa MEMOpaHHBIM KO(aKTOPHBIM MpPOTEH-
HoM MCP. Paznmansie Bapuarum myTaitiit B reHe C3
OTIPENIEIISTIOT 0coOeHHOCTH TeueHus u ucxona al YC'y
NeAUATPUYECKUX MaueHToB [3—12].

Brepseie V. Fremeaux-Bacchi et al. (2008) [S] coo6-
i 00 13 marmenTax u3 11 cemeii ¢ arnnuuasM [YC,
y KOTOPBIX OOHAPY>KEHBI 9 Pa3INIHBIX TETEPO3UTOTHBIX
MyTaruii B TeHe C3 U CHIKeHHe chiBopoTodHoro C3-
KOMITOHEHTa KoMITIeMeHTa. Bo3pact mManmbecrarmm
al'VC y narenToB — ot 8 mec 10 40 siet. Y OONbIuH-
CTBa MALMEHTOB Pa3BUIACh TEPMUHAIBHAS CTAIUS TIO-
yeyHoi HepocTtaroynoctu. lllectn nmarmentam ¢ al'yYC
BBITIOJTHEHA TPAHCIIIAHTALIUS TTOYKH, Y TPOUX — BOSHUK
permmuB al'Y C mociie TpaHCIIIaHTaInH.

V. Fremeaux-Bacchi et al. [5, 6] npentuduupona-
mm y 6-netHero mansuuka ¢ ['YC (5-ro Tuma) rerepo-
3UrOTHYIO TpancBepcuio 2562C-G B 20-M 3K30HE TeHa
C3, npuBomsmyto Kk 3amene tyr832-to-ter (Y832X).
Br13nopoBnenrne KOHCTaTHPOBAHO Yy MAlMEHTa B BO3-
pacte 10 metr. Hamportus, y 23-1eTHel MalueHTKH C
al'YC u TepMUHANBHOW CTaauedl IMOYEYHOM Hemo-
CTaTOYHOCTH aBTOPHI OOHAPYKWIIM TeTePO3UTOTHBIN
nepexon 3343 G-A B 5k30He 26 reHa C3, NpUBOAAIINN
k 3amene ASP 1093 na ASN (D1093N). ITanuentka
repeHecsa 2 onepayu 1Mo TPaHCIUIAHTALUH TTOYKH.

E. Siomou et al. (2016) [7] ormcanu HabIIONCHIE
21-nerHero nanuenra ¢ pemuccueii al'YC, y koToporo
ObLTa OOHApYyKEeHA reTepo3UroTHas myTanus rea C3
(p-1le1157Thr). Y naunenta pazsuicsa ['YC B Bo3pacte
10 Mec, KOTOpBI MPUHAT PpeUUANBHPYIOIIEE TeUEeHHE,
MIOCIICIHIA 6-1 PEIUANB C UCXOIOM B PEMICCHIO KOH-
cTatnpoBaH B Bospacte 14,5 metT. Kaxnmpiii peruans
XapaKTepU30BAJICS TSDKEITOW MaHU(ecTaIe TpoMoo-
LIUTOTNICHUU U TEMOJMTUYECKON aHEeMUH, MEHEE TshKe-
noit OIIII ¢ BoccTanoBieHreM (QyHKUUM Toyek. Ma-
Hudecranus u 6-it peuunus al Y C y MapuiKa mpoTe-
kanu ¢ TsoxensiM OITIT ¢ BoccTaHOBIEHHEM (yHKIUH
MOYEK B pe3yJbTare 3aMeCTUTEIHLHOM MOYeUHOM Tepa-
nuu remonuanuszoM. Ilamuenty B peumauBax al'YC
MIPOBOAMJIMCH BHYTPUBEHHBIE WH(]Y3UH CBEKEMOPO-
skeHHOU masMel. C 14 1eT y manueHTa CoXpaHseTcst
pemuccust al' YC ¢ HopmanbHOW (YHKIHEH IMOYeK.
ABTOpBI TIPUIIIN K 3aKIFOYEHUIO, PEIIUIUBUPYIOIIAN
al'YC, cesi3annbrit ¢ mytarmei C3 (p.Ile1157Thr), mo-
JKET MPOTEKaTh CO CTOMKOM peMHucCHEl U COXpaHHOU
(yHkmeir mouek. PacpocrpaneHHass MyTanus reHa
C3 (p.Ile1157Thr) umeeT kak TshKeNbIe, TaKk U Oolee
JIeTKUE TioueuHble (eHotunsl y narmueHToB ¢ al YC.
[TarueHThl ¢ ATUIUYHBIM TEMOJUTHKO-YPEMUICCKUM

cuaapoMoM (al'YC), accommupoBaHHBIM C MyTaIlueH
C3 (p.lle1157Thr), neMOHCTPHPYIOT OTHOCHTEIHLHO
BBICOKYIO ITOYEYHYIO BBDKHBAEMOCTh M HU3KYIO CMEPT-
HOCTb, PEAKOCTh TUCTOIATOJIOTHYECKUX U3MEHEHHUH B
MOYKaX MOCJe peluanBa.

T. Matsumoto et al. (2018) [8] BbIssBMIM MyTalIUU
Brene C3 (p.I1157T) y 11 marmenTos ¢ al ' YC, u3 HUX
10 nereit. BospacT nereit coctapisut 1-16 et k MmaHu-
¢ecrammu al'YC. Bapuant mytauuu p.I11157T B rene
C3 panee ObLT OOHApYKEH aBTOpaMHU Y 8 MaLEHTOB C
al'VC. U3 19 nanumenros ¢ al' YC cemu Oblia Ha3Ha-
YeHa Tepanus dKyIn3yMaboM, B pe3ysibTare KOTOpOn
JIOCTUTHYTa HOPMAJIM3aIisl TeMaToJOrMYeCKHUX II0-
kazareneii. Cpenn 5 MaueHTOB, IMOTyYaBITUX dKYIIH-
3ymMa0, 3 AeTsAM Mpeonaraics HeOJHO3HAYHBIH Tra-
rao3 al'YC u3-3a cnaboBBIpa)KEHHOTO IeMONIn3a MpH
MOBBILICHHBIX YPOBHSX JIaKTaTAETUAPOreHassl 1 Ou-
nmupyouna. IleneBoe cexBenupoBanue JIHK unentu-
¢urmpoBano HocuTenel Bapuanuu C3, 9TO MO3BONIH-
JI0 Ha4aTh JIEUCHUE IKYIN3yMaboM Ha paHHEH CTau.
ABTOpPBI 000CHOBEIBAIOT PAaHHEE BBEJICHHUE YKYIIN3yMa-
0a y manueHToB, ocodeHHo y aeteit ¢ al YC.

J. Liu et al. (2021) [9] cooOmumIn 0 KTMHAYECKOM
HaOmoAeHNH 26-JeTHEW MAIMEHTKH C TeTePO3UTrOT-
HOW MyTtanmeit reHa C3 (p.Asnl53Asn). Y mamm-
SHTKH OBITH OOHApY)KCHBI HU3KHH ypOBEHb (HaKTo-
pa xomruiementa H (CFH)-perymsaropHoro Oenka
ANbTEPHATUBHOTO TMYTH aKTUBALIMU CHCTEMBI KOM-
TUIEMEHTa, HOpPMallbHbIE YPOBHM ayTOAHTHTEN MPO-
tuB CFH. B pe3ynbrare Tepanuu mia3zmadepesom u
BHYTPHBEHHBIX MH(Y3W MIa3Mbl y TAMEHTKHA CO-
xpansutach pemuccns al'Y C B Teuenne 1 roga HaOII0-
JleHus1. ABTOpBI, ONKMCaB HOBYIO MyTaluio resa C3
(p.Asnl153Asn) y 6ompHoOM ¢ al'VC, cunraroT Bax-
HBIM ITPOJIOJKUTH MCCICIOBAHMS ISl YCTAaHOBIICHHS
CBSI3M MEX]ly 3Toi MyTanueil u yposaem CFH.

H. Toyoda et al. (2016) [10] y narnuenrta ¢ al'YC
Beneacteue mytanuu reHa C3 (p.Ile1157Thr) mua-
THOCTHPOBAJIH TPETHH PEIUINUB C TUITMYHOHN TpHUa0N
cumrnromokomiuiekca ['YC, HEBpPOJOTHUECKUMHU U
JKETYIOYHO-KHIICYHBIMU paccTpoicTBaMu. buorcust
MOYKHU BBHITIOJTHEHA B TIEPUOJ BOCCTAHOBJIEHUS TOCIIE
ocTpoii moueuHoi HepocrtarogHocTH. [Ipu mopdomo-
TUYECKOM HCCIIEIOBAHNH BBISBIEHBI KOJIIAIIC MTETENh
KITyOOYKOB M BaKyOJIM3alUs DHAOTENUS apTEepHOIL,
m100abHbIA cKiIepo3 KiryboukoB B 10% mpu orcyT-
CTBHH apTEPHOJIOCKIIEPO3a. ABTOpPHI YKa3bIBAIOT Ha
POrpeccupoBaHne MaTOMOP(HOIOrHYSCKUX H3MEHE-
HUI B TIOYKaxX y MalMEHTa C MMOCIEAYIOIUMH PElu-
nuBamu al'Y C nipu mytammu reda C3 (p.Ile1157Thr).

J. Lumbreras et al. (2021) [11] HaGmronanu negua-
Tpuyeckoro namueHta ¢ al'YC ¢ moOpokauecTBeH-
HBIM TCUCHHEM OOJIC3HH. Y paHee 370pPOBOTO 8-JeT-
HEro MaJlkiMKa pa3BUIINCh Ha (DOHE TUapeu KemTyxa,
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reMarypusi, TeMOJIUTHYECKasi aHeMHUs, TPOMOOLUTO-
renus u nerkoit crenenu OIIIl Ge3 aprepuanbHON
TUIIEPTEH3UH U OJIUTYPUH, YTO JJaJI0 OCHOBAaHHE AHa-
THOCTUPOBAaTh HIMTaTOKCHUH-accounnpoBaHHblil ['YC
CO CIIOHTAHHBIM M IIOJHBIM BbI3ZOpOBIeHHEM. On-
HaKo y MalMeHTa COXpaHsIUCh HU3KKue ypoBHU C3 B
IU1a3Me II0CJIe BbI3NOPOBJICHUS. MonekyssipHoe re-
HETHYECKOE MCCIIEAOBaHNE OOHAPYXKIIIO Y MAllMEeHTa
H30JIMPOBAaHHYIO HOBYIO MIATOICHHYIO MYTalMIO TeHa
C3 (SI79P), 6one3np de novo ¢ npuoOpeTeHneM Ha-
pyurenusi ciocoonoctu C3-KOMIOHEHTA CBSI3bIBATh-
csl ¢ peryasTopHbIM nporeuHom MCP.

O} PeKTHBHOCTS, paHHETO NPUMEHEHHS TEpaITiu
akymuzymabom mipu al' YC y 16-metHero moapocTka
neMoHcTpupyer myonukanusi D. Saito et al. (2019)
[12]. I'punm A Tuna y naumeHta MaHU(ECTUPOBAI C
JIMXOPAZKH U apTpalriu, reMaTypuH, KOKHOH ChINU
Ha KOHEYHOCTSX W Tynoswuile. [Ipu rocrnmranuzammn
[IAlMEHTa B CTAlMOHAP HAa OCHOBAHUM BbISBJICHUS
aHeMUHU C HU3KHUM ypPOBHEM TeMOTIOOMHA M Jedop-
MHPOBaHHBIMH 3PHUTPOLUTAMU—IIN30LUTAMH, TPOM-
OOLIMTONICHUH, TUIIEPOMINPYOMHEMHH B OCTPOTO TI0-
BpekneHus noyek auarHoctuposad ['YC. ITauueHty
HEME/IJICHHO HadaThl HeTIPephIBHAS TeMOIaduIIbTpa-
nus u wHQY3us m1a3Mel, iasmadepes Ha 3-i 1eHb.
Tepamust sxynmu3ymaOoM maruenTty ¢ TsokensiM 1Y C
Obl1a 000CHOBaHa Ha 7-# eHb. B pesynbrare Tepanuu
orMeueHo ymyumieHue tedeHus ['YC, mpekpaiieHue
remopnaduibTpanun. [lanueHT mokaszan crabUiIbHOE
cocrosinre 0e3 permaupa ['YC Ha Tepamuu dKyJIn3y-
MaboM (BHYTpPHBEHHO KarenbHO WH(Y3uu 1200 mr
Ka)XIple ABe Henenu). [ eHeTnueckuii aHain3 BbISIBUI
y manueHta Myrtauuio reHa C3 (p.llel1157Thr), uro
MOATBEPANIIO KIMHUUeckuit quarnos al YC.

Crparerusi Tepanum HacJeacTBeHHoro al'yC

Tepanueii nepoit muany al'YC y neauaTpuieckux
[IALIMEHTOB CYMUTAIOT ILIa3MOTeparuo, IutasMode-
pe3 [3—12]. Ilo mokazanusm npu al' YC ¢ antun-CFH-
AQHTUTEJIAMH PEKOMEHIYETCsl KOMOMHALUS IIa3MOTe-
paruu ¢ UMMYHOCYTIPECCHUBHOM Tepanuei (mpeaHu3o-
JIOH, a3aTHOMPHH, MuKo(deHonat Modetwn) [3].

V. Fremeaux-Bacchi et al. (2011) [6] yka3biBaroT Ha
TO, YTO IUIA3MOTEPaIus MOKET IIPUBECTH K IIOJTHOM Ie-
MaTOJIOTHYECKOM PEMUCCHH, HO YaCTO CO CTOMKHM I10-
pakeHueM nodek. Hekoropble manueHTsl mia3mopesu-
CTEHTHBI, a HEKOTOphIE I1a3Mo3aBUCUMBl. HenaBHui
Iporpecc B onpeAeneHnr (HakTopoB BOCIPHUUMYUBO-
cti Kk al Y C mo3BONWII PEIOKUTEH HOBBIC TUATHOCTH-
YECKUE TECTbI, BKJIFOYAsl MOJICKY/SIPHO-TE€HETHUECKOE
TECTUPOBAHKE, U MOXKET II03BOJIUTH PACCMOTPEThH He-
KOTOpBIC HOBbIE CIEIU(UUECKHE METOIbl JICUCHUS
storo 3abonesanusi (CFH, momydeHHbI M3 1U1a3Mebl
YeJI0BeKa, MIIM MHTUOUTOPBI KOMILJIEMEHTA).

VY B3poCHbIX M TEIUaTPUYECKUX TMalleHTOB C
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yaeroM matorene3a al' YC 000CHOBaHBI MHTHOHUTOPHI
cucrteMbl koMruieMenTa. C 3Toil 1enbio y OOJBHBIX
¢ al'VC ¢ 2009 roga Hamen mupokoe MpUMEHEHHE
skymu3ymabd (Soliris®, Alexion Pharmaceuaticals,
Cheshire, CT, USA) — pexkoMOMHaHTHBIH T'yMaHU-
3UpOBaHHBIM MMMyHOII00ynmuH G aHtuteno k C5-
KOMITOHCHTY KOMIUIEMEHTa. JKyau3yMad OJIOKHpyeT
pacmeruienre C5 mo C5b, npemorBpariaeT odpa3opa-
Hue C5b ¥ IUTOTOKCHYECKOTO MeMOpaHOaTaKyHoIIe-
ro kommekca C5b-9 [2, 3, 12-14]. DddexTrBHOCTD
Tepanuu dKyuzymadom npu al'VC BenencTBue MmyTa-
run reda C3 'y neanaTpuyecKuX MalydeHToB JoKa3aHa
[3,4, 8, 12-15]. S.I. Al-Akash et al. (2011) nabmonanm
y TeANaTPUUYECKOTO TAlWeHTa JTUTENbHYI0 PEeMHC-
curo nocrrpancmiantanTHoro al'YC ¢ myTanuen rena
(3 B pe3ynbrare Teparnuu dKyiansymaoom [ 15].

CornacHO MEXAYHApOAHBIM PEKOMEHIALHUSIM,
NpY CTaOMIIM3aLUK COCTOSTHUS Ha (POHE JIeUeHHS IKY-
TM3yMa0OoM TOKa3aHa BaKIIMHAIUS TIPOTHB MEHUHTO-
KOKKOBOM, ITHEBMOKOKKOBOH, TeMO(MUILHON HH(]EK-
ruu. Jlo mpoBeieHus BaKIMHAIIMY U B TEYCHUE 2 HEll
nocjie BaKIIMHALIUY CIIelyeT MCI0Ib30BaTh aHTHOHO-
THKH, TPOHUKAIOIIHME Yepe3 TeMaTodHIeaTniecKuit
Oapbep (aMOKCHUIIMIUTUH, 1edaaocnopunbl 3—4-ro
TTOKOJICHUS, Kapbarienemsl) |3, 4]. Jlms onpenencHus
nmonrocpouHoro nmporuo3a al ' YC y manueHToB u mep-
COHH(PUIIMPOBAHHOTO TOAX0MA K JTUTEIbHOCTH Te-
pamnuu 3Kynu3ymMaOoM PEKOMEH/IOBAHO MPOBEACHUE
MOJICKYJISIPHO-TEHETUYECKOTO HCCIICIOBAHUSI TCHOB,
Kofupyomux Oenku komrmiiementa (maHens al'YC)
MEeTOJIOM HOBOTO cekBeHHUpoBaHus (NGS).

[Ipenapar «Elizaria®y»/Omm3apuss AO «['EHE-
PUYM» (Poccust) siBisieTcss TepBBIM OHOAHAIIOTOM
9KyNnn3yMada, IpouIeJIIuM HEOOXOAUMBINH KOMILIEKC
JOKIMHUYECKUX U KIMHUYECKUX MCCICIOBAaHUN JUIS
TIOATBEPIKACHUSI €r0 OMOaHATOTMYHOCTH OPUTUHAITb-
HoMy [16-19]. [Ipemapar «dnuzapusi», ABISIOIIANCS
'YMaHU3UPOBAHHBIM MOHOKJIOHAJIBHBIM QHTUTEIIOM,
MOJIyYEHHBIM C HCHOdb30BaHuEeM kietouHoid CHO
F5A7 no texnonorun pexom6bunantroi JJHK, peko-
MEHJIOBaH [UIsl JIeueHHs1 OOJMBHBIX C TMapOKCHU3Mallb-
HOM HOYHOU TemornoOunypueir u al YC ¢ menbro
MOJTHOTO MHTHOMPOBAHUS BHYTPUCOCYIUCTOTO TEMO-
Ji3a, THAYIIMPOBAHHOTO TEPMUHAIBHOM aKTHBaIUeH
rkomruieMeHnTa C5b—9 [16-19].

B pesynerare paHIOMHM3MPOBAaHHOTO MHOTOILICH-
TPOBOTo HccienoBanusi dPQPEeKTUBHOCTH U Oe3omnac-
HocTH Tepanuu Onoananorom (Elizaria) B cpaBHeHUM
¢ opuruHaTopoM (Soliris) y HeJCYCHBIX MalUCHTOB C
TTapOKCU3MAIBHON HOYHOW TeMOnToOnHypHeit B dasze
WHIYKIMH TePaIii He BBISBICHO CTATUCTUYECKU 3HA-
YUMBIX pa3nnuuid. [lomydenHble TaHHbIC TONTBEPIKIa-
I0T, 4TO OMOAHAJIOT HE YCTynaeT opuruHaropy (Soliris)
M0 OCHOBHOMY TIapameTpy 3((GEeKTUBHOCTH, a TaKKe
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COIIOCTABUM C HUM I10 O€30I1aCHOCTH U JJOIIOJIHUTEIIb-
HBIM TlapameTrpaM ddexrruBaoCcTH [16-18].

Ony0OnuKkoBaHBl PE3YyNbTaThl, MOATBEPKIAIOLIHIE
3¢ PEeKTUBHOCTE TPUMEHEHHUS] POCCHHCKOTO OHO-
aHaJiora OPHTHMHAJBHOTO TIperapara dKylnn3ymada
JUIS JICUEHUS] B3POCIBIX TAIMEHTOB C aTHUIIMYHBIM
TEMOJIUTHKO-ypeMHUIECKIUM cuHApoMoM [19, 20].

OnucaHo KIMHUYECKOE HaOMIONCHUE Meauarpruye-
ckoro nauuenta ¢ al'YC, y KoToporo uaeHTUpUIupoBa-
HBI MyTallMU: TeTepo3urotHas Mukpoaeneuus CFHRI,
CFHR3 n mytamusa B rene ADAMTSI3 ¢.1016C>G
(p.Thr339Arg). B ximHuKe mpeodnasand reMaToiori-
geckue TposiieHnsT TMA Han mopakeHHEM IOYeK.
WHrencuBHas muia3MoTepanus OKas3anach Majiodg-
(bexTuBHOM s cHKeHUst aktuBHOCTH TMA. B pe-
3y/bTaTe KOMILUIEMEHT-WHTHOMPYIOIIEH Tepanuu poc-
CHICKUM OMOaHAJIOroM 3Kyiu3ymada — «nu3apun®y»
JOCTUTHYTa peMHUCCHs 3a00JIeBaHus, MPEIOTBPAIIIEHO
Pa3BUTHE JKU3HEYTPOXKAIOIINX COCTOSTHUH [21].

Hcxonsr al'YC

V. Fremeaux-Bacchi et al. (2011) [6] npuBonsT
HeOmaronpusTHelid uexox al'yYC y manueHToB ¢ ypoB-
HeM cmepTHocTH 10%, pa3BuTHEM TepMHMHAILHON
MTOYEYHOW HENOCTaTOYHOCTH, TpebOyromel 3aMecTH-
TENBHOM TMOYeYHOH Tepanuu remMonuann3om B 60 %.
ITo nannsIM aBTOpPOB, MyTauust CFH accouuupoBaHa
C CaMbIM TSKEIBIM MPOrHo3oM. CylIecTBYeT BBICO-
KHH PUCK pelnaAnBa 3a00JIeBaHMs [TOCIE TPAHCILUIaH-
TallUy MOYKH y TAIMEeHTOB C MYTAalUsMH B IeHax
CFH, CFI, CFB, C3.

B cBs31 ¢ OTCYTCTBHEM B OTEUECTBEHHOM IeAHa-
TpUUeCKOoW HedpoJlorny MyOauKanuidi Mo MmpuMeHe-
HUIO OTEUECTBEHHOTO Mpemnaparta «Dau3apus» IMpH
al'YC BcnenctBue mytanuu reHa C3 IpuBOIUM KIIH-
HUYECKOE HAOMIOICHUE TTAllMeHTKH.

KJIMHWYHECKOE HABJIIOAEHUE

IIpobanm 9 net 6 mec (pucyHok). U3 oTpumares-
HBIX MOMEHTOB aHAMHE3a OTMEYEHBI apTepHallbHas
TUIEPTeH3UsT M TPOoMO03MOomHs y 0adymiku 1mo ma-
TEPUHCKOM JTMHUHU.

VY Habnrogaemoil ManMeHTKW B Bo3pacTe 3 JIeT
10 Mec mocie mepeHeCeHHOM aHTHHBI B aHATM3aX MOYH
BBIABIICHBI TEPCUCTUPYIOLUIMNA MOYEBOM CHHIPOM B
Buge remarypuu (8-16, 60 B 1/3p), mpOTEHHYpHUH
(0,3-0,7 v/m), ¢ 4 eT NOBKINIEHHE APTEPHUATLHOTO JaB-
nenust (AJ]) no 130/80 mm pr. ct. [1pu oOcnenoBanuy B
CTaIlIOHape 110 MECTY KUTEIbCTBA TUarHOCTUPOBAHA
nepcUcTHpYoNIas repriecBupycHas uadexiys. [ua-
THOCTHPOBAH BHPYC-aCCOLUMPOBAHHBIN TIIOMEPYIIO-
He(pUT C HEPPUTHUECKUM CHHAPOMOM, COXPaHHON
(yHkmeir moyek. PekomeHnn0oBaHa HE(DPOIPOTEKTHB-
Hasl/aHTUTUIIEPTEH3UBHASL TEPAITHS SHAJIATIPHIIOM.

B HedpomornueckoM OTIENCHHH KIMHUKHA YHU-

T

MpobaHp c al'YC BcneacTeue myTtauum reHa C3
Proband with aHUS due to C3 gene mutation

TApTepmaanaﬂ runepteH3us. Tpom6oambonus nocne
onepauuu (57 ner)
Arterial hypertension. Thromboembolism after surgery
(57 years old)

Kncta neBon no4ku
Left kidney cyst

PucyHok. PogocnosHasa cembu npobaHpa ¢ al'YC Bcnencteue
MyTaumm reHa C3.

Figure. Pedigree of the family of the proband with aHUS due to
mutation of the C3 gene.

BEpCUTETA MALMEHTKA BIEPBBIC 00CIeJ0BaHA B BO3-
pactre 4 net 5 mec. I[lonTBepkaeH AMArHo3: BUpPYC-
aCCOIMHMPOBaHHBIN IIIOMEPYIOHE(PHUT ¢ remaTypuei,
[IPOTEUHYPUEH, apPTEPUAIILHOM T'MIIEPTEH3UEH, CO-
XpaHHO# (yHKIMel mouek. PeakTuBaius uroMmera-
nmoBupycHoW wmHpeknuu. Ilomydanma Tepamuio aHTH-
runepTeH3uBHy0 (nHrHOuTOpHl AllD), mpoTuBOBH-
pycnyto, peponamu (BudepoH, reHdpepoH) ¢ moJo-
KUTEIbHBIM 3(dekToM (yMeHbIICHHE TPOTEHHYPUH
0,3-0,5 r/n, mukporemarypust ot 3—4 10 8—10 B 11/3p,
aprepuansHoe aasienue 100/70 MM pr. ct.).

ITpu rocnuranu3amuy y MalUCHTKH B BO3PacTe
6 JieT 7 Mec NPU3HAKOB PEaKTUBALMK [IUTOMETAJIOBH-
pycHOI HH(pEKINH HE BBISIBIEHO. MOYEBOH CHHIPOM
XapakTepu3oBajcs TeMaTrypueid, NpoTeHHypuen ¢
coXpaHHOW (yHKIMEH modek. BhIsBIcHA TUIIOKOM-
wiementemust C3 (0,37 r/n). [lanueHTKe BbIMOIHEHA
Ouorncus MOYKH, 110 Pe3yIbTaTaM UCCIeJOBaHUS — He-
¢poOuonTaroB — rUCTOJIOrMYECKass KapTHHA y3JI0Ba-
TOW Me3aHTHAIbHOU W AUQPQPY3HON SHIOKAMUILISAP-
HOU nponudepaniy ¢ yToaeHHeM KOHTYPOB TlIoMe-
pyJsipHOI 6a3abHON MEMOpPaHbI, 0YarOBBIM OCTPBIM
MTOBPEXK/ICHNEM KaHAJIBIIEB C MUHUMAIbHBIM MIEPUTY-
OyJISIpHBIM MHTEPCTHLHAIBHBIM cKIepo3oM. [lo nan-
HbIM CMA, 3aperucTpupoBaHbl 3MHU30bl TOBBIILIECH-
Horo AJl ¢ MakcuMaJIbHBIM 3HadeHHEeM 148/101 Mm
pT. cr. Knunnyeckuii auarnos3: IgM-Hedpomnarus c
remMarypuei, MpOTEUHYPHUEH, apTepUaIbHOU TUIEp-
TEH3WEH, TIOMEPYJIOHEPPUTOM C MEe3aHIHaJbHOMI
n auddy3HON SHIOKAMWUIIPHONW mponudeparuei,
YTOJIIICHUEM U yABOCHHEM KOHTypa [ 'BM, nuneiinon
skcnpeccueil 1gM, IgG, coxpanHo#i ¢yHKIMER mo-
yek. [epnec-Bupycnas undexuust DniuHeina—bap-
pa, IUTOMETAIOBUPYCHAs BHE peakTHUBALUU. XPOHU-
YeCKUI TOH3WIUIUT, KOMIIEHCUpoBaHHas (opma. [la-
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[MEHTKe Ha3HaueHa IMMYHOCYIIPECCHBHAS Tepartus:
MPEAHU30J0H B aJBTEPHUPYIOUIEM pekuMe 15 mr
4yepe3 JleHb, MHTHOUTOPOM CHHTE3a HYKICOTHIOB
Maiigoptukom B 103e 720 Mr/cyT, pasaeneHHOW Ha
2 npuema. AHTUTHIIEPTEH3UBHAs Teparnus BKJIIodana
OeTa-0I0KaTOPHI (ATHIIOK) U OJIOKATOPHI KATBIIUEBBIX
KaHAJIOB (aMJIOAWMIIHMH), KOTOPYIO IPOIODKIIIA II0
MECTy JKHTEIbCTBAa. B pesynprare MMMYHOCYIpec-
CHUBHOH Tepanuu B TeueHue 12 mec oTMedeHa moo-
JKUTEIIbHAS JIMHAMUKA TI0 KIWHHUKO-JIA00PaTOPHBIM
[oKa3aTessiM, KoTopasi Obula OTMEHEHa.

[Ipu rocniuranuzanuu B OoTAelieHHe HePpPOIOTUN
KIIMHUKK y TTallMEHTKH B BO3pacTe 8 JeT 5 Mec mo-
clie TiepeHeceHHOW WH(eKnnu QapuHTOTpaxenTa
n Oponxura ycrtaHoBieHHO# stmonorun (Klebsie-
lae Pneumonia, Pseudomonas putida) xoHcTarupo-
BaHO pa3BUTHE TPOMOOTHUYECKOH MHMKpPOaHTHOIIA-
tun: OIIIT (kpearnnun 147 mxmonb/i1, CKO 44 mu/
MUH), TeMonuTraeckas anemus (3p 2,31 x 10'%/m, Hb
66 1/1), TpombormTonienust (69 x 10%/1), rUIOKOM-
wiementemust (C3 0,36 r/m). Ilpsmas npoba KymbOca
oTpHIlaTeNibHas. YpoaeHb anTuten K ¢akropy H 16,6
AU/ml. AxtuBaocte ADAMTS-13 (91,9%), uro
HCKIIIOUMIIO TPOMOOTHYECKYI0 TPOMOOTICHHYECKYTO
myprypy. JnaraoctupoBaHa Tsokemas aprepualibHas
TUIEPTEeH3 M, KOpPUTHpYyeMast TpeMsI aHTHTUTIePTEeH-
3WBHBIMHU ITpenaparaMu. B Tedenne 1 Mec y manumeHT-
KM OTMEYEHO BOCCTaHOBJICHHE (PYHKIMHU MOYEK 0e3
MPUMEHEHUs AMajin3a, HOpMaju3alus IoKaszareseit
TPOMOOITUTOB, SPUTPOIIUTOB, TEMOTTIOOMHA B KPOBH.

VY neBouku B Bo3pacte 8 JeT 9 Mec BO3HUK Ti-
kenbld peuuauB TMA: remMonuTuyeckas aHEMUS
(HB 63 r/m), mOBBINIEHWE IaKTAaTAECTHAPOTCHA3HI,
tpombonuToniennss  (164x10%mn, OIIl  (moueBu-
Ha 15,9 mmonb/n, kpeaturuH 293 Mkmonb/in, CKD
33,4 MJI/MHH, OJIMTYpHsl), JAKTaTACTHUIPOTreHa3a
731 Ei/n, aprepuanpras runeprenzus 200/140 mm
pT. ct. locruranu3mpoBaHa B CTalioHap MO Me-
CTy KuTenbcTBa. OTMEUEHO HapacTaHUE MOYCBUHBI
19,96 MMoub/m1, KpeatuHuH 238,5 MKMOJIB/JI, IPOTEH-
HypuH 2,3 r/11, remarypun. OcTpoe noBpeKAeHHUE T10-
YeK (HeI0CTaTOYHOCTD), TPOMOOIIUTOTICHH S, TEMOJIH-
TUYECKasi aHeMUsI IPOTPECCUPOBAIH. Y JIEBOYKHU TPH
noBeimernn AJl 1o 220/140 MM pT. cT. MaHU(ECTH-
poBaJia moyeyHas SKJIaMIicus (pe3Kasi ToJI0BHas 00JIb,
pBOTa, CYyIOpOXHBINH cUHApOM). [lanuenTka nepese-
nena B OPUT. Tlonyuana nH(y3ul SpUTPOLUTAPHOM
B3BECH, 3aMECTUTEJIbHYIO TOYEYHYIO TEPAIINI0 METO-
JIoM Temonmanuia, nmogakmodeHa k UBJL. [nsa gams-
HEHIIero JISYeHNs U 00CIIeIOBaHMs IMallueHTKa Tepe-
BeJICHA B KIIMHUKY YHUBEPCHUTETA.

[NanmenTka 8§ et 9 Mec mocTynwia B KIMHUKY C
peunguBom al 'Y C B Tsokenom coctosiuuu. [lpu mocty-
TUIGHUH THarHOCTUPOBAHBI apTepuabHas TUIIEPTEH-
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3ust (AJ] 180/110 mm pT ct.), pernH 582 1r/mi1, TeMo-
nutrdeckas anemus (3p 3,0x10'%/1, He 78 1/1), TpOM-
6ormTonenus 92x10°%/11, ocTpoe MOBPEXKIACHUE TOUCK
(MoueBuHa 27,4 MMOJIB/JI, KpeaTUHUH 223 MKMOJIB/JI,
CK® 29 mn/mMuH, OnUrypHst), THITOKOMIUIEMEHTEMHUS
(C3 0,22 /1), TUIIONPOTEMHEMUSI, TUTIOATBOYMHUHE-
Mus, noseimeHne D-mumepa (3341 ur/mur), makrar-
nerunaporenassl (1183 EJI/m). OTMeueHbl TOBTOPHBIS
AMHU30/6I TeMonuTHIeckoro kpusa (He 62 r/m), mak-
targeruaporenasa (9000 EJI/n), norpednenus Tpom-
6ormToB (60%10°%/1m). OOHAapYKEH BBICOKHI YPOBEHb
MemOpaHoatakytomero komiuiekca (MAK) — 8338
MKE/Jl/Mn (Hopma meree 1000). [leBouke Hauara WH-
TEHCHBHas Tepanus. B pe3ynbrare 3aMecTHUTETHHON
MOYEUHON TEpaNUU OCTPBIM remoauanu3zom Ne5, re-
MoaroduiasTpauueir Ne3 HOCTUrHYTO BOCCTaHOBIIE-
HUE (QYHKLIUH MTOYCK.

O060CHOBAHO 110 KU3HEHHBIM MTOKa3aHHUSIM IpHUMe-
HEHHE MHTUOUTOpa CHCTEMBbI KOMIJIEMEHTA y TIallH-
EHTKHU C Y4YETOM CBEpXBbICOKOH akTHBHOCTH al'VC.
[onyuana neuenue: snu3apust 600 mr x 1 pa3 B He-
nento Ned, zarem 600 mr x 1 pa3 B 2 Hen. [lepen oue-
PeAHBIM BBEICHUEM 3JTU3apUU HCCieJoBaHre o01Iei
TeMOJIUTUYECKOH aKTUBHOCTH KOMILJIEMEHTa IIOKa-
3amo (CHS50 21.87 EJl/mi), uro montBepamiio d¢-
(bexTuBHYIO ONOKaay aKTUBHOCTH KOMILJIEMEHTa, HE
TpeOYIOIIY0 KOPPEKINIO 103bl. OTMEYeHa XOpoIas
MIEPEHOCUMOCTh TEPAIlUU MpenapaToM «DIIU3apusy».
Cocrossnre marnuenTku ¢ atunudaeiM ['YC 3Hayn-
TEJILHO YIYUIIWIOCHh, HA TPETUH MECSI] Teparuu OT-
MEUYEHO CHM)KEHHE apTepUaTbHOTO JaBICHUS.

[NarmenTre MIPOBEICHO MOJIEKYJISIPHO-
TeHEeTHYECKOe MccieoBaHne. B Xo/e oIHO03K30MHO-
IO CEKBEHHPOBAHHUS HOBOTO MOKOJICHHMSI, IPOBEICHHO-
ro B reHerudeckoli maboparopun OO0 «Cepbanady,
y narpeHTkd ¢ al'YC U rUmoKoMIIeMEHTeMUeH ObLT
BBISIBJICH BAapHaHT HYKICOTHIHON MOCIIEI0BATEb-
HoctH (¢.3302G>A) B 26-M 3K30He reHa C3 (chrl9:
2.6693023C>T) B rerepo3uroTHOM COCTOSHHM, MpPH-
BOISINMI K 3aMeHe aMUHOKUCIOTEI B 1101-i1 mo3uinu
6enxoBoit nenu (p.Cys1101Tyr). BrisiBinennas 3amena
(c.3302G>A) panee He omricaHa B HAyYHOU MEIUIIAH-
CKOM nuTeparype.

[Ipu uccnenoBanuu y naiyeHTky merojgoM PP ai-
JIETTHHOTO TToMMOpP(U3Ma TeHOB, aCCOIMMPOBAHHBIX C
HAaCJICACTBEHHONW TpoMOO(UIIHEH, BBISBICHBI (DAKTOPBI
pHCKa CHIKCHUS! (DUOPUHOIMTUYECKON aKTUBHOCTH U
rurnepromorucTenHeMun: nonumoppusm 675 4G/5G
B TeHe PA/-1 (MmHTHOWTOpa aKTUBAaTOpa IIa3MUHOTEHA
I Tuma) B TOMO3WUTOTHOM COCTOSIHHH, TOTHMOP(HU3M
677C —T B rene MTHFR (MeTunenrerparuapodonar
pEAyKTa3bl) B TeTEPO3UTOTHOM COCTOSIHHM.

ITanuentke BEpUPHUIINPOBAH KJIIMHUYECKUN
muarHo3. OCHOBHOM: AaTHUIMYHBII  T'€MOJIUTHKO-
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YPEMUYECKUH CHHIPOM (I€MOJUTHYECKas aHeMus,
TPOMOOLIUTONIEHUSI, OCTPOE IIOBPEKACHHUE I10YEK)
BCJICICTBUE TETEPO3UrOTHOM MyTamuu rea C3 ¢
ayTOCOMHO-JOMHHAHTHBIM ~ THUIIOM  HacJEIOBaHUs,
peLMIMBHpPYIOIIEe TeueHHe. XpOHMYeckas Ooie3Hb
noyek C1 (CK® 84 mu/mun). HaciencrseHHas Tpom-
6odumust (momumopdusM B reHe PAI-1 u momumop-
(u3Mm B reHe MeTHIIeHTeTparuapodoIaTpeayKTa3bl —
MTHFR). TunepromonmcrenHemus. OCIOKHEHHUS:
BTOpPUYHOE MMMYyHOIepHuUUTHOE cocTosiHue. [loueu-
Hasl DKJIAMIICHS—aHTHOCTIaCTHYECKas SHIIe(haIonaTusl.

[TanmenTka BbIICaHA C PEKOMEHAIMSAMH 10 Me-
CTy KMTEJIbCTBA B CTAllMOHAPE I10Jl KOHTPOJIEM He-
¢posora npoBeneHUs] KOMIUIEMEHT-MHIHOUPYOLIEH
tepanuu snuzapueit 600 mr (60 mi) + 60 mMa pusmo-
JIOTMYECKOro pacTBopa B/B KanenbHo 40 mi/a 1 pas
B 2 HeJl ¢ KOHTPOJEM IeMOJIMTUYECKON aKTUBHOCTH
xomruiementa CHS0. [Ipu BeIniCKe U3 cTallMoHApa y
MAIMEHTKHU OIPEeJICHbl ChIBOPOTOUHBIN KPEaTHHUH
72 mxmonb/1, CK® mo Schwartz 90 mu/mun. Tepa-
IUS1 THTUOMTOPOM KOMIUIEMEHTA IperapaToM « -
3apus» arunuyHoro I'YC y maumeHTku Jana mojo-
XuTeNbHBIN ] dekT, B TeueHne 10 Mec OTCYTCTBYIOT
PEIHINBEI.

OBCYXAEHUE

Mer1 onrcanu y nmarueHTku ¢ IgM-nedpomnarnei,
coXpaHHOU (DYHKIHEW IMOYeK MOocie MepeHeCeHHON
nHpekuu (PapuHrUT U OPOHXUT YCTaHOBICHHOM
sruonorun, Klebsiella Pneumoniae, Pseudomonas
putida) manudecranuo al'YC (TpoMOOIUTONICHHIO,
remonutHaeckyro anemuto, OIIIl ¢ BoccTaHOBIEHNU-
eM ¢yHKIMH Oe3 auai3a) B Bo3pacte 8 JeT 5 mec
C TIOCJICAYIOIIUM TSKEIIBIM PELUINBOM B Bo3pacTte 8
aet 9 Mec, NoTpeOOBaBILINM 3aMECTHTENILHYIO TTIOYey-
HYIO T€paIiio reMoguann3oM, nojakinouenus k UBJL
Ha Tspoxensie mocnenyromtue peruansel al Y C ykasbi-
Banmy apyrue aBTopsl [3, 7, 10, 15]. Ilo u3HEHHBIM
[IOKA3aHUSIM C Y4YETOM CBEPX BBICOKOI aKTHBHOCTH
peuunnBa al'VC wucnonb3oBaH mpenapar «Onu3a-
pUs» — MHTMOUTOP KOMIUIEMEHTa y MalueHTKH. Te-
panusi ”HFTHOUTOPOM CHCTEMBbl KOMILJIEMEHTA dJIn3a-
pueil coxpaHuiia 37J0pOBbE U JKU3Hb OOJILHON JI€BOY-
Ke, IMEIOIIEH TsDKebIe MposiBiieHus peruanba al'y C
BcaencTBue myraruu reaa C3. D¢ ¢heKTUBHOCTD Jie-
YEeHUS! POCCUHCKUM TpenapaTroM «DIu3apusi» — OHo-
aHaJIOTOM OPUTHMHAIBLHOTO Mpenapara dKynn3ymada
y B3pOCIBIX M MeAHaTpuuecKux nanueHToB ¢ al'yYC
MOKa3aHa B MPOBEACHHBIX HccleAoBanmsX [19-21].

Oxymu3ymad mpuMensercs st aedenus al Y C no
Bcemy mupy [3—15]. MccaemoBarenbckunM KOHCOP-
LUYMOM I10 TIeAHaTPU4YeCcKoi He(h)POIOTruM MocTaBIIe-
Ha IIeJIb: MOKa3aTh Pe3yJbTaTbl MPUMEHEHHS SKYIHU-
3ymMaba W MCXOIbl Y MEeIUaTPUYECKUX MalUeHTOB 3a

2008-2015 romer [22]. B peTpoCIEKTUBHBIN aHAIN3
BKJIIOUEHBI 152 manuenta muaauie 25 JeT, CpeaHuil
Bo3pact 9,1+6,8 rozna, noiay4aBmx Kynn3ymad B 21
HEeHTpe. DKyIU3yMad MPUMEHSIICS «HE MO TPSMOMY
HazHaueHuio» B 44 % cimydaeB. ABTOPHI CAeNalu 3a-
KITIOUEHHUE, YTO 3HAYUTEIBHOE YUCIIO JIeTed M MOJIO-
IIBIX JIfofel moaBepratorest 6mokamxe C5 mo Hererre-
BBIM IOKa3aHusM. Haubonee yacTeiMu quarHozamu
y NAIMEHTOB, TPEOYIOLIMMHU TEPATUH KYIU3yMadoM,
spisuuck al' YC (47,4%), T'YC, uayuupoBaHHBIN
mmra-TokcuH-npoayuupytouierd  Escherichia  coli
(12%), HeyTOYHEHHBIE TPOMOOTHYECKHME MHUKPOAH-
ruonatuu (9 %) u rmomepynonedputst (9 %). Pexu-
MBI 103UPOBaHUs OblIM pa3nuuHble. MHpEKIMOHHbIE
OCJIO)KHEHHsI y MAIMEHTOB Ha TEpalluH HKYJIn3yMa-
0oMm 3apeructTpupoBasl B 33,5 %.

Panee yxaspiBasioch, uto myTanuu C3 COCTaBIISAIOT
2-10% y nennarpuueckux naruenToB ¢ al ' YC [3, 6].
ITo nannbiM uccnenoBanua Koncopuuyma mo neaua-
Tprdeckoit Hedponorun (2021) [22], MyTau reHOB
BbIsIBIIEHBI Y 62 nanneHToB ¢ al'YC. U3 62 tectupye-
MbIx naueHToB ¢ al'YC y 37 (60 %) He oOHapyKeHbI,
ay 25 (40 %) nneHtuuurpoBaHbl MyTalMy T'eHoB. 13
25 nmarnmentoB ¢ al'YC BeisaBiensl mytauuu CFH y12
(19%), CFly 1 (2%), C3y 4 (6%), MCP y 5 (8%),
THBD y 1(2%), DGKE y 2 (3%). ABTOpHI HICHTH-
¢uumposanu mytauuu reia C3 B 6% y maumeHToB ¢
al'VC, 4To COOTBETCTBYET IaHHBIM JINTEPATYpHI [3, 6].

Paznuunble Bapuanuu Mytaimii B rene C3 orpene-
JISIFOT OCOOEHHOCTH TEUEHHMS M HCXOAa aTUIMYHOTO
I'YC y neguarpudeckux narpieHToB [3—12]. B Hamem
uccnenoBanny y neBouku ¢ al'YC u runokomImienTe-
MHEH BBISBIICH paHee HEe ONMCAHHBINA BAapHAHT HYKJICO-
TUIHOU mocinenoBarenbHocTH (¢.3302G>A) B 26-M 3K-
3one rera C3 (chrl9: g.6693023C>T) B rerepo3urot-
HOM COCTOSIHUH, TIPUBOJSIINIA K 3aMEHE aMUHOKHCIIO-
161 B 1101-1 mo3urm 6enxoBoi rieru (p.Cys1101Tyr).

J. Lumbreras et al. (2021) [11] oGHapyxwumu y
8-netHero manbunuka ¢ al'YC ¢ HU3KUMHU YPOBHSAMHU
C3-KOMITOHEHTa H30JMPOBAHHYI0 HOBYIO MaTOrcH-
Hyto myTanuio reHa C3 (SI79P), 6onesns de novo.

B Hamem HaOmIONEHUM Y JCBOYKH BBISBICHBI
(akTOpbl pHCKA HACICACTBCHHOW TPOMOOQMIHHN:
CHIDKCHHE (PUOPUHOIUTHICCKOW aKTHBHOCTH KpO-
BU UM THIICPrOMOLIMCTEMHEMHH, KOTOPBIC MPUBEICHBI
B HCCIICIOBAHUH TEAMATPUUECKUX MALUCHTOB C TH-
nuyHbIM U atunuusaeiM ['YC [23].

SAKJIKOMEHUE

JlaHHble JIMTEpaTypbl CBUIETENBCTBYIOT: B pe-
3yJAbTaTe JOCTHKEHUH MEINIIMHCKON TeHETHKH yCTa-
HoBIeHbl MyTauuu resos CFH, CFI, CFB, C3, MCP,
CFHRI, CFHR3, THBD, DGKE y nenuatpu4ecKkux
u B3pocibix nanueHToB ¢ al YC. Artunuunsiii I'YC
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(ORPHA 544472) BcnencrtBue myTtamuu reHa C3 y
MeANaTPUYECKUX TTalMEeHTOB OOYyCIIOBIIEH Hapylle-
HUEM PETYISINHI CUCTEMBI KOMITJIEMEHTA BCIICACTBHE
MYTallu{ T€HOB, KOIUPYIOIINX PETYISTOPHbBIC OCIKU
aJBTEPHATUBHOTO TYTH KOMIUIEMEHTa. Bapuammu
MyTanuii B rene C3 orpenensioT 0COOEHHOCTH Tede-
Hus u ucxona al'YC y meauarpudecKux MarueHToB.,

Msr1 onmcanu y mareHTku ¢ IgM-nHedponaruet,
COXpaHHOM (DYHKITHEH MoYeK MaHH(ECTAIHIO U TsKe-
aeid peuuaus al'YC BenenctBue mytanmu reHa C3.
OOHapyxeH paHee HE OINMCAaHHBIM BapUaHT HYKIECO-
TUAHOH TocnenoBareabHOCTH (€.3302G>A) B 26-M 9K~
3oHe TeHa C3 (chrl9: g.6693023C>T) B reTepo3urot-
HOM COCTOSTHHH, TIPHBOJISIINHN K 3aMEeHE aMUHOKHCIIO-
Tb1 B 1101-i1 mo3umiu 6enxooii nenu (p.Cys1101Tyr).

B pesynbrare Tepanuu WHTUOUTOPOM CHUCTEMBbI
KOMILUIEMEHTA TperaparoM «DIu3apus» COXPaHECHO
3JI0POBBE U KU3Hb OOJLHOU JIEBOYKU, UMEIONICH TsI-
JKeble mposiBiieHus peruanba al Y C BeiiecTBIE My-
Tauuu rera C3.
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PEDEPAT

Puck passutms octporo nospexaeHuns nodek (OrMM) y OHKONOrMyeckmnx naumeHToB 3Ha4YMTENbHO Bbille, 4eM B 00LLel nonyns-
unn. PacnpocTtpaHeHHble npuynHbl OMIT B 31O rpynne 60bHbIX — TOKCUYHOCTb KOMIMOHEHTOB XMMMUOTEPaNnun U HapyLLEHNUS!
BOJHO-3N1EKTPONNTHOro 6ananca. Puckm OIMM cyLecTBEHHO NOBLILLAIOTCS, €CNN Y 60NBHOMO NCXOAHO eCTb XPOHMYeckas 60-
NIe3Hb NOYEK TOM UM NHOM 3Tnonormm. OueHKa PUCKOB 1 UX KOPPEeKLUUS, NPOBEAEHNE MEPONPUATUIA N0 NPodUNaKTnke n ne-
YEHWMIO OCTPOWM N XPOHNYECKOM ANCPHYHKLIMI NOYEK — CTaHAAPTHbIE 3ada4u OHKOHedponornm ONMCaHHbIA KIMHUYECKNA CRy-
yait ocTpoit 60Ne3HN NoYeK UNNIOCTPUPYET OCHOBHbLIE MEXaHM3MbI 1 GakTopbl Pa3BUTUS ANCOYHKLMN OpraHa u ee NCXOL0B
Kak NoCneacTBuiA IeHEHNS KONOPEKTaNbHOMo paka. lNokazaHa HeOOX0AMMOCTb MYNBTUANCUUNIMHAPHOIO B3aMMOAENCTBIS B
onpeneneHnn TakTUKM BeAEHNS N IeYEHNS TaknxX NauneHToB, YTO CYLLLECTBEHHO AJ19 OTAASIEHHOr0 NPOrHosa.

KntoueBbie cnoBa: 0CTPOE NOBPEXAEHME NOYEK, PAK NPSMOM KULLKW, U1E0CTOMA, CUHOPOM KOPOTKOM KMLLUKK, MMMNOBOAEMUS

st unrupoBanusi: Cynpynosud K.C., [Tanteimes M. A., 3axapenko A.A., looporpasoB B.A. Oukonedponorus: octpast 60J1e3Hb MOYEK HOCIe pe-
BCHTHBHOI HJICOCTOMHH Yy TTAIIUCHTA C KOJIOPEKTAIBHBIM pakoM. Hegponoeus 2023;27(1):102-107. doi: 10.36485/1561-6274-2023-27-1-102-107

ONCONEPHROLOGY: ACUTE KIDNEY DISEASE AFTER PREVENTIVE
ILEOSTOMY IN A PATIENT WITH COLORECTAL CANCER
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Abstract

The risk of acute kidney injury (AKI) in cancer patients is much higher than in the general population. Common causes of AKI
in this group of patients are toxicity of chemotherapy components and water-electrolyte imbalances. The risks of AKl increase
significantly if the patient has a history of chronic kidney disease of any etiology. Risk assessment and correction, prevention
and treatment of acute and chronic renal dysfunction are the standard tasks of onconephrology The clinical case of acute
kidney disease described here illustrates the main mechanisms and factors of organ dysfunction and its outcomes as a con-
sequence of colorectal cancer treatment. The necessity of multidisciplinary cooperation in determining the management and
treatment tactics of such patients is shown, that is essential for the long-term prognosis.

Keywords: acute kidney injury, rectal cancer, ileostomy, short bowel syndrome, hypovolemia

For citation: Suprunovich K.S., Paltyshev I.A., Zakharenko A.A., Dobronravov V.A. Onconephrology: acute kidney disease after preventive ileostomy
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Puck pa3BuTHs OCTPOro MOBPEXKAECHHUS IIOYEK
(OIIIl) y OHKONOTWYECKHX TAlMeHTOB 3HAYUTEIHHO
BEIIIIE, YeM B obmieid nomyssiiun [1, 2]. Pacnpocrtpa-
Hennble npuunHbl OINIl B 3TO# rpymnme OOJIBHBIX —
TOKCHYHOCTh KOMITOHEHTOB XMMHOTEpalMyd U Hapy-
MICHUST BOTHO-DJICKTPOIUTHOTO Oananca. Pucku OINIT
CYILIECTBEHHO IIOBBIIIAIOTCSI, €CIIM y OOIBHOIO NCXO[-
HO ecTh XpoHudeckas oone3nb nouek (XbII) Toit mm
nHOM 3THOoNorut [3]. OLeHKa PUCKOB U HX KOPPEKIIHS,
MIPOBEACHUE MEPONPHUIATUH MO NPO(UIAKTUKE M JIe-
YEHUIO OCTPOH M XPOHUYECKOH TUCYHKIMI MOYeK —
CTaHJapPTHBIC 3a1a41 OHKOHedposoruu [4, 5].

Jlanee mpeacTaBieHO ONUCAHHE KIMHUYECKOIO
cilyyasi, KOTOPbIM WIIIOCTPUPYET HEOOXOAMMOCTH
CBOEBPEMEHHON KOPPEKUUH TUCHYHKIMH TOYEK Y
MalMeHTa MOocie Pe3eKIHH OIYXOIH MPSMON KUIIKH
¢ popmMupoBaHUEM MPOTEKTUBHOM MIEOCTOMBI.

[Manment T., 64 roga noctynun B xinHuky HUU
Hedpomorrm 26.10.2020 T. mmA YyTOYHEHUS TIpHU-
YMH U KOPPEKLUUH TUCPYHKLIMU TOYeK (KpeaTHHUH
0,231 mmons/i, pCK® ., . . 25 Mi1/MUH).

B cBsI3M ¢ IUIMTENBHBIM TEUEHUEM apTepHaibHON
THIIEPTEH3UH U MOCTOSHHOU (opMoi GUOpHILIAIIH
Mpecepauil MalnyueHT MoNydala capTaHbl (J103apTaH
25 mr), B-06okaTopsl (OMCOIPOIION 5 MI/CyT), TIETIIe-
BBIE JMYPETHUKH (TOPACEMUJT 5 MT/CYT), HOBBIE Opaib-
HbIE aHTUKOATYJSHTHI (arnkcaban 5 mr 2 pasa/cyr).
[laronoruu nouexk B aHaMHe3€e He ObLIO.

B mae 2020 roma mpu 0oOCHeIOBaHUH BBISBIIC-
Ha OIyXOJh BEPXHEAMITYJSPHOTO OT/EeNa MPsSMOU
KHIIIKH, THCTOJOTHYECKH — audQepeHmmpoBaHHas
a/ICHOKapLMHOMa C IPOpPAcTaHHEM B ME30PEKTaJIb-
HYIO KJETUYaTKy, MeTacTa3bl onyxonu B 3 u3 11 uc-
cienoBanHblx  guMdoysnoB  (pT3N1bMOG2RO).
26.05.2020 1. BBIOJHEHA TOTAJIbHAS ME30PEKTYMIK-

AHYPHA
FTEMOOWANA3 N26

nxT
TMNOBOJIEMMA

3AKPbITHE

Ds: Ca
ONEPALLMA

WNEOCTOMBbI

ToMHus ¢ (POPMUPOBAHHEM IPEBEHTHBHOMN HIIEOCTO-
Mbl. XUPYPru4eCcKHX OCIOXKHEHHUH B MOCIeonepanu-
OHHOM Tiepuojie He ObuT0. Yepes 1 cyT mocne omnepa-
UM OTMEYCHO MOBBIIICEHUE KPEATUHUHA CHIBOPOTKH
¢ 0,070 o 0,200 MMOIB/JI CO CIIOHTAHHBIM BOCCTa-
HOBJICHUEM JI0 MCXOJIHOTO YPOBHS B TEUEHHE TpPeX
IHel 6e3 moauypuH (PUCYHOK).

C 01.06 o 02.06.2020 r. npoBeaeH LUK XUMHUO-
teparuu (I1XT) (okcanumuaruH + Kanbius (GoruHaT
+ ¢ropypaunn). OyHKIMS TOYEK OCTaBajach CTa-
OwnbHO# (kpearunun 0.074 mmons/i, pCKD ., .. 93
wir/mMuH) (pucyHok). C 04.06.2020 r. Hayato jeueHue
KarenuTabuHoM B 1o3upoBke 2000 Mr/mM? B I€Hb, KO-
TOpOE NPONOIIKATIOCH B TeueHue 14 queil. [lanueHt B
VIOBIETBOPUTEIHLHOM COCTOSIHUY BBHITIICAH Ha aMOy-
JaTOpHOE HAOIIOACHHE.

C 14.06.2020 r. cocTosiHME MaIMeHTa CTaJo YXy/I-
[IaThCSA: TMOSBHINCH 00Imas ci1abocTh, TOIIHOTA H
B3IyTHE XKMBOTAa Ha (pOHE yBenMUEHHS 00BeMa OTIie-
JSIeMOTO 10 mieocTtoMe ¢ 1 10 3 J/CyT M CHYDKeHHUS
maypesa 1o 0,4 n/cyt, runorensus 10 80/60 MM pT. CT.
Y OPTOCTaTHYECKHE PEAKIMH, 3HAYUTEIEHO CHU3UIIACH
TOJNIEPAHTHOCTH K PU3HMUECKUM Harpy3kam. Hecmotrpst
Ha coxpansrontytocs onuryputo, 01.07.2020 r. mamu-
€HTy Ha4yaT BTOPOH KypcC KarenuTadnHa.

OnwcaHHBIE BBIIIE CHMITOMBI TPOTPECCHPOBAIH,
u 14.07.2020 . B cBsA3M C aHypued OH ObLT KCTpEH-
HO TocnuTanu3upoBaH. [Ipu mMOCTymjieHHH TeMoro-
6un 77 t/n, remarokput 32 %, netikonenus 3,9x10%m,
ueiirporienust 1,3x10%, marpuit 130 MMOmB/1, Kasmit
4,9 MMons/11, obtid 6er1ok 59 1/71, 00t XomecTepuH
3,1 MMoOJIB/11, MOUEBast KMCI0Ta 513 MKMOJIB/J1, MOYEBH-
Ha 63 mmons/11, kpearnnut 0.660 mmoss/i, pCKD
7 mu/muH (eM. pucyHok). [To nanabmv Y3U, iouku Obim
HECKOJIBKO yBeNM4eHsbl, mpasast 12,1 cm X 6 cm, neBas

= KPEATMHWH, MMON b/n

PucyHok. N'padunyeckoe npencras-
NeHne KIMHU4Yeckoro cny4vas. Aun-
HaMuKa PyHKLMN NOYeK naumeHTa
B TeYEeHVe BpeMeHu HabnaeHus
(MXT — nonuxummnoTtepanusa, OMN
— OCTpO€e MOBpEexXAeHne noyek,
OWM - ocTpblit nHGAPKT MMokapaa,
OTH - ocTpbIi TyOYyNSapHbIA HEKPO3,
Ca - kapumHoma).

Figure. Graphical presentation of
a clinical case. Dynamics of the

Pemuccun Ca
Crabunmnsauma

GYHKUMM
novex

007 0074 patient’s renal function during the

i observation period. (PCT - polyche-

‘ ‘ . ‘ \ motherapy, AKI — acute kidney injury,

AMI - acute myocardial infarction

Q S Q Q Q Q Q Q N N ’

,;,,f-" oV N &7 zq."' & s & %Q,'-"’ & ATN - acute tubular necrosis, Ca -
W« & +° B © © y & & ) carcinoma).
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11,9 eM % 6,2 e, pactmpenns YJIC uner. Hyokwsist momast
BeHa (HIIB) 14 MM ¢ IMOTHBIM KOJITalICOM Ha BIIOXE.

VYeranoBnen guarHo3  «omurypudeckoro  OIIIT
III craguu mo KDIGO». IIpoBeaeHo 6 ceaHcoB remo-
quanu3a. TeueHue 007€3HU OCIOKHUIIOCH OCTPBIM HH-
(hapxrom muokapna (OMIM) mepenHelt CTEHKH JICBOTO
x)emymouka (JDK) ¢ tummmaasivy nipusHakamu Ha DK
THTIOKWHE3UeH W CHIbKeHHeM (pakiin Beiopoca (OB)
110 46 % no ganubiM DXOKT, noBellieHuEM YpOBHS TPO-
nionrHa. Koponapoanruorpadust He ObLIa poBeJIcHa.

K 03.08.2020 1. y manueHTa BOCCTAHOBUJICS TAY-
pe3 ¢ TeHJeHIHeN K MONNyprH (MaKCUMaIbHBIH 00b-
eM 110 2,5 11/24 4). Ha hoHe cHIKeHUS KpeaTnHUHA (B
nuHamuke 0,660 — 0,456 — 0,190 MMomIB/7T) 1 MOUe-
BHHEI (63 — 43 — 19 MMoOB/1T) coXpaHsIach TUIIO-
Hatpuemus 10 128 mmonbe/n (cM. pucyHok). Oobem
OT/IeNIIEMOTO IO MJIEOCTOME IMOCTENEeHHO CHMU3MJICS
no 0,5 n/cyr. HecMoTpst Ha OTCYTCTBHE NPH3HAKOB
penuarBa OIyX0JH, B ONIEPALNH 110 3aKPBITHIO HIIEO-
CTOMBI MAIMEHTY OBIJIO OTKa3aHO M3-3a TIEPCUCTHPY-
tomed nuedynkiuu novex (pCK® ., o7 — 25 mur/
MuH), a 04.08.2020 1. oH BbIKMCaH HA aMOYyIaTOPHOE
neyenue ¢ auarHosoMm «Onurypuueckoe OIIII cme-
IaHHOTO TeHe3a (mpepeHanbHOe+peHampHoe) [II
craguu mo KDIGO, ¢a3a BocCTaHOBIICHUS AMYPE3a».

B Tedenne ciemyrommx IByX MecCSIEB Y MaIeHTa
COXPaHsUTHCh O0Iasi ciadoCTh, TUIIOTEH3HS, OJIBIIIIKA
CMEIIIaHHOIO XapakTepa MpH HeOONbIIONH (PU3HMUSCKON
nHarpyske. Juypes cocrasmsin 1,2 — 1,5 1, oObem oT1-
JIeIIeMOro TI0 uiieoctoMe — 10 3 1/cyT. CymMmapHble
MIOTEPH JKUAKOCTH C YYETOM TIePCIHPAIHA COCTaBIIS-
i 4-5 1/24 4. 3a Bce BpeMsi OOJIE3HU MAIMEeHT IT0Te-
psn B Bece 35 kxr (160 xr — 125 kr). Ilpu xoHTpOITE
ananu3oB 20.09.2020 r. reMon1o0MH cocTaBmil 86 1/11,
Harpuid 130 Mmonw/n, kanuit 3,9 MMONb/J1, KpeaTHHUH
0,251 mmons/n, pCK®_, . 22 MI/MHH, MOYEBUHA
11,5 mMome/m (cM. pucyHOK). M3-3a mpu3HAKoOB awC-
(hyHKIMH TIOYEK B OTIEPAIAH 10 PEKOHCTPYKIMH TOHKOH
KHIIIKA OHKOJIOTaMH TTAIlIEHTy CHOBA OBLIIO OTKa3aHo.

26.10.2020 r. manueHT B COCTOSIHUM CpelHEl cTe-
[IEHU TSHKECTH TMOCTYNUJI B OTICIICHHE HE(PPOJIOTHU
kmuaukn HUW wedponorun HKULL [ICITBIMY nwm.
akazn. W.II. I1aBnoBa mist mooOCIenOBaHMS U OTIpeie-
JIeHUs! TajbHEHNIIel TAKTUKU BEJICHUS C jKamobaMu Ha
BBIPQKEHHYIO OOMIYIO CIab0CTh, OBICTPYIO YTOMIIsiC-
MOCTb, HECUCTEMHOE TOJIOBOKPYKEHUE B OpPTOCTa3e,
CYXOCTb BO PTY, OABIIIKY MPU HEOOIBIINX (GPU3HIECKUX
Harpyskax. PerucrpupoBaiy a30TeMuI0 (KpeaTHHHH
0,231 mmonw/i, pCK®D ., ... 25 Mi/MuH, MoyeBuHa 13
MMOJIB/JT), TUTIOHaTpruemMuro (Hatpuit 0,125 MMomb/i),
runoMarauemMuro (Marauii 0,68 MMOJIB/IT), JEKOMITCH-
CUpOBaHHbIN MeTabommueckuii anmao3 [pH 7,22, BE
(ECF) —12,6 MmMoIb/11|, aHEMHIO CPEIHEH CTEIICHU TS~
xectr (remormobun 91 r/m, spurponutsr 3,1x10'%/m,
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reMatokpuT 28,7 %), THoaab0yMHHEMHIO (Tb0yMHUH
33,9 1/m) u TMnoxonecTepuHeMHIo (OOIIMI XoJecTe-
puH 2.28 MMOIIB/IT) (CM. pUCYHOK).

B o6mem ananuze moun — 0e3 U3MEHEHHH Kile-
TOYHOTO COCTaBa MOYM, OTHOCHUTEJIbHAs IJIOTHOCTH
1005; cyrounast notepsi Genka (CIIB) 0,41 1/24 4,
OTHOIIICHUE abOYMUH/KpeaTHHUH Mo4yu 7,88 MT/T.
DKCKpelusi HaTpusi ¢ MOYOH 3a CYTKH ObIlIa CHUXKE-
Ha — 35-45 mmonw/24 1 (NaCl ot 1,9 10 2,4 1/24 1).

Conorpaduyecku npasas nouka — 13,0x6,1 cwm,
neBas ouka — 12,6%6,6 cM, 3XOreHHOCTh MapeHXH-
MBI | cTerneHu, OTTOK MOYH C JIByX CTOPOH HE Hapy-
mend. HIIB nuamerpom 16 MM TTOJTHOCTBIO CIIagaeTCs
Ha Broxe. [Ipm mommeporpadudeckoM HCCIen0Ba-
HUU HWHTPApEHAIBHOTO KPOBOTOKA THKOBAas CHCTO-
nnueckast ckopocTtb kpoBotoka (IICCK) na ypoBHe
CerMeHTapHbIX aprepuil 46—48 cm/c, KOHEUHas Jua-
cronuyeckas ckopocth kpooToka (KIACK) — 10—
12 cMm/c, maaexc pesuctuBHocTH (RI) — 0,75 — 0,77.

B nepuon ¢ 26.10.2020 1. mo 08.11.2020 1. Ha poHe
KOPPEKIUH IEKTPOIUTHBIX HAPYIIIEHUH U BHYTPHUCO-
CYIHMCTOrO 00beMa YIaloCh CTA0MIN3UPOBATh HATPHUI
B JiMana3oHe TUIOHATPUEMHH JIETKOM CTENeHHU TsxkKe-
ctr (128-131 MMOB/1T), CUMITOMBI THITOBOJICMHUH
OCTaBAINCh TIO-TIPSKHEMY BBIPAKEHHBIMHU. [laHHBIC
KOHTPOJISI CYTOYHOTO BOIHOTO OaiaHca CBHIETENb-
CTBOBQJIM O COXPAHSIONIEMCS Y TAIIeHTa BOIHOM Jie-
¢unure ot 0,5 no 1 n/cyt. KpearnunuH KpoBH ocTaBa-
ca B quanasone 0,223 — 0,245 MMOJIB/I.

C yd4eroM COXpaHSIONIMXCS >KU3HEYTPOXKAIOIINX
CHUCTEMHBIX ¥ PEHAJBHBIX MPOSBICHUNA TUIIOBOJIEMHN
1 I3IIEKTPOIUTEMHUH, O4€BHIHO O0YCIIOBIEHHBIX KH-
meqHbIMA TtoTepsiMu, 10.11.2020 1. 66110 BBITIOIHEHO
3aKpBITHE MJIEOCTOMBI U BOCCTAHOBJICHHE HEMPEPHIB-
HOCTHM TOHKOM Kuuku. Ha Tperuii neHb mocie BMe-
HIaTenbCTBa Ha (pOHE KYNMUPOBAHUS KUILIEYHBIX CHM-
TOMOB mocTurHyTa dyBojemus (LIB/] + 8 cm Bom. cT,,
Al 122/80 MM pT. CT., OTCyTCTBHE opTocTasa, Y3U
HIIB — 2,0 cm, cnianenne Ha Broxe 50 %), 94To conpo-
BOXKJANOCh HOpManm3auued Harpusa (137 mMmons/n),
CHIDKeHUEM KpeartuHuHa 70 0,160 MMOJIB/JT 1 MOYCBH-
HbI J10 8.1 MMOJIB/JT (CM. PUCYHOK).

Ha 9-e cyTku mocie mpoBeneHHOTO JICICHUS 00ITh-
HOU B YIOBIIETBOPUTEILHOM COCTOSTHUH OBLT BHITTHCAH
CO CTaHIAPTHBIMH PEKOMEHANNSMH TI0 TeparieBTH-
yeckoll Mogudukanuy odpasa KU3HU COIVIACHO KIIHU-
Hu4yeckuM pexkoMenaanusMm o XbII [6], Ha peHompo-
TEKTUBHOM (papMaKoTepanuu (J103apTaH B J103€ 25 Mr
1 pas/cyT, BepommupoH 25 MI/cyT) ToJ majabHeHIee
amOynaropHoe HaOroneHne Heporora 1 OHKOJIOTA.

CrycTss MecsIl Tociie OINepalnuyd CaMOYyBCTBHUE
0OJILHOTO MPOAOJDKAJTIO YAy4IIaThCs: Ha OHE CTOM-
KO HOPMOTEH3MH W HOpMaM3allud HATpUS CHIBO-
POTKH BO3pOCTa TOJIEPAHTHOCTh K (PU3MUYECKUM Ha-
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rpy3kaMm, KpearuHuH cHm3mwiIca mo 0,134 mMMmomb/n
(PCKD, ; 1p 51 Mo/MuR).

KontponsHoe oocnenoBanue B HUM Hedponorun
B Mapre 2021 . KOHCTaTHPOBAJO COXPAaHSIIOIIYIOCS
PEMHCCHIO OCHOBHOTO 3a00JIeBaHHS 1 CTAOMIIN3AIIIO
¢ysnkumu noyek Ha ypoBHe XbBII 3A cramum (kpea-
tunuH 0,126 mmons/i, pCK® ., L. 52 Mi/MuH), Tpu
HOPMOBOJIEMUH B OTCYTCTBHE KaKHX-JIMOO 3JIEKTPO-
JUTHBIX HApYIIEHUH (CM. pUCYHOK).

OBCY>XAEHUE

BeposiTHOCTD (paTanbHBIX MCXONOB B MOMEHT pa3-
Butys >rsona OINIT B GirpxaiiiieM 1 OTIAJIEHHOM I1e-
pHOzie BBICOKA W COTIOCTaBMMA HJIM 3HAYUTEIHHO TIpe-
BBIIIAET JIETANBHBIE NCXO/IBI, CBSI3AHHBIE C OITyXOJIEBOH
nporpeccueit [7-10]. Takum oOpazom, OIIII sBrsiercs
CYILECTBEHHBIM (DaKTOPOM OTSTOLICHMSI MPOTHO3a Y
OHKOJIOTHYEeCKuX maruentoB [7, 8, 11]. Knuuuko-
MaTOTeHETUYECKUI aHaIM3 Cllydas C MO3ULUNA OHKO-
HepOJIOTHH YKa3bIBAET Ha PsIJT MPAKTUUECKIX MOMEH-
TOB B IMarHOCTHKE W JICYCHHUH, YIET KOTOPHIX MOXET
MMETh pelaroliee 3HaueHUe B CHUKEHUH PUCKOB He-
OJ1aronpHUsTHBIX COOBITHH Y MOA0OHBIX MALUEHTOB.

PazButne nepsoro smuzoma OIIII (¢ yuerom Obl-
CTpPOTO BOCCTAHOBJIEHUS] KPeaTHHHHA — TIO-BUANMOMY,
MPEepPeHATFHOTO TeHe3a) ObLI0 O0O0YCIOBICHO CyIIe-
CTBEHHBIMH PUCKaMH, aCCOITMMPOBAHHBIMH C CEPACTHO-
COCYIUCTON TUCOYHKINEH, HEOTIIACTHYECKIM POCTOM
U OOMIMPHBIM a0JOMHUHAIILHBIM ~ BMEIIATEIIBCTBOM,
BEpOSITHO, B COYETAHWU C SITPOTCHHBIMH (DaKTOpaMH
umemun modek [2, 12]. K mocnenaum ciexyer oTHe-
CTH Tepanuio OIOKaTOpaMH PEIeTITOPOB aHTMOTEH3MHA
(BPA), xoTOpyrO TIpUHUMAIT TTAITHEHT, a TaKKe prUMe-
HEHHE TIETIIEBBIX TUYPETHKOB, TIOTEHIIUAIEHO CIOCO0-
CTBYIOIIMX Pa3BUTUIO THIIOBOIEMUHN [12].

OCHOBHBIM (haKTOPOM pUCKa Pa3BUTHUS TOBTOPHO-
ro OIIII, nepcructupoBanusi OCTPO OOJE3HU TOYCK
(OBII) u hpopmupoBaHUs XPOHUIECKON AUCPYHKITIH
opraHa ObIT «CHHIPOM KOPOTKOW KHIIIKK» 3a CYET
OBICTPOTO Pa3BHUTHS JNETUAPATAIIMN U JU3IIIECKTPOIH-
TEMHHU U3-3a OOJIBIINX 0OBEMOB MOTEPh KUIKOCTH H
ANEKTPONUTOB uepe3 ctomy [13]. XapakrepHas mmis
9TOTO CHHJpOMa MajbaOcopOIHs B KOPOTKHE CPOKU
MIPUBOANUT K THIOATBOYMHUHEMHH, YTO SIBISIETCS Of-
HUM 3 (paxTopoB runoosiemuu [13, 14]. Heynusu-
TENBHO, YTO PaHHSS BBIMCKA M3 CTAlMOHApA ITOCIe
HAJIOKEHUSI CTOMBI SIBISCTCS] MPEAUKTOPOM ITOBTOP-
HBIX TOCMUTAIN3AINN TAKMX MalMeHTOB (KaK MpaBu-
710, B CBsI3U ¢ pa3BuTHeM mnpepeHanbHbix OIIIT) [15].

Hpyrum oueBuIHBIM (hakTopoM mosTopHoTo OIIIT
ObL1a IeKapCTBEHHAs! TOKCUYHOCTH, CBSI3aHHAS C TIPH-
MEHEHHEeM OKCAJMIUIaTHHA — TIperapara IDIaTHHBI
TpeThero nokojeHus. [Ipenaparsl 3Tol Tpynbl, CB-
3bIBasiCh C BHYTPUKJICTOYHBIMU OeJIKkaMH, Hapylla-

FOT TIPOIIECCHI OKUCIUTEIHHOTO (hoChOPHINPOBAHUS,
MIPUBO/IS K HAPYIIEHHUSM KJIETOYHOTO YHEPTETHIECKOTO
oOMeHa 1 THOeTH HanOollee YyBCTBUTEILHBIX K TAKUM
M3MEHEHUSIM KJIETOK MPOKCUMAJIBHOTO TYOYISIPHOTO
snutenus [12]. HecMoTps Ha TO, 4TO OKCAIMILIATUH
o0Jia1aeT MEHbIICH HEPPOTOKCHUHOCTHIO MO CpaBHE-
HUIO C IMCIUTATHHOM 3a CYET OTCYTCTBHS MOHA XJIO-
pa ¥ CHIKEHHOTO TIOTJIOMICHHUS KIIETKAMU KaHaJIbIIeB
C TIOMOIIBI0 TPAHCIIOPTEPa OPTaHUYECKUX KaTHOHOB
OCT-2, B BBICOKOH 7103€ ¥ IPH HATUYUH (PaKTOPOB PH-
cKa (CepaeYHO-COCYUCThIE 3a00NIeBaHMs, OKUPEHHE,
TUITOBOJIEMHST) ATOT Ipenapar MOKeT ObITh IPUYUHON
OCTpOTO TYOyIIsIpHOTO HEKpo3a [16, 17].

Kanernurabun B omimymMe OT OKCaJWIUIaTHHA HE
o0amaeT HEMmOCPeNCTBEHHBIM HE(PPOTOKCHYECKAM
neiicteueM. Bmecrte ¢ TeM, 4acThIM MOOOYHBIM (-
(dexToM (QTOPHUPUMHIMHOB SIBISETCS OCTPOE IO-
BPEXJCHHUE CIM3UCTOI 000I0UKH KUIIIEYHUKA B BHJIE
HEKPOOMOTHYECKNX M3MEHEHUH M BOCHAJICHUS JIIH-
TeNHsI, yCyTyOIsroIee IoTepH YKUIKOCTH U SIEKTPO-
JTUTOB Ha (hoHEe cHMHApOMa KOPOTKOW Kummkw [18].
Kpome Toro, npu camxennn CK® menee 50 mur/mMuH
PE3KO yBEIMUUBACTCS YaCTOTA APYTUX MOOOUHBIX (-
(dexToB KanenuTabuHa — MHEIOTOKCHYHOCTH M HEM-
Tportenuu [18, 19]. ManokpoBue, mepBOHaYaIHLHO
00yCJIOBJIEHHOE BBIPAKEHHBIM MHEIOTOKCHYECKAM
s¢dexTom KarernuTabrHa B YCIOBHAX MOBPEKICHUS
MOYEK, a TaKXKe HapyIIEHUEM BCACHIBAHMA XKeJe3a B
JIBEHA/IATUIIEPCTHON U TOHKOHM KHUIIKE, MOIJIO OBITh
JIOTIOJTHUTENILHBIM  (DAKTOPOM  MIIEMHYECKOTO IO~
BpEeXACHMSI TIOUeUHOM TKanu [20].

OIIIT accormmupoBaHO C TMOBHIIEHHBIM PHCKOM Kap-
JIMOBACKYIISIPHON CMEPTHOCTH U CEPhE3HBIX CEPIICUHO-
COCYAMCTBIX COOBITHIA, B TOM YHCIIE, OCTPOro HHpapKTa
muokapaa (OVIM), BcrmencTBhe aKkTHBALMK PEHHH-
aQHTHOTEH3MH-aIbJ0cTepoHoBOil cuctembl (PAAC) un
HapyIIeHUH TeMOJMHAMUKHN B YCJIOBHSX PE3KOTO CHU-
skeanst CKD, a Taroke n3-3a SHIOTSTHATLHON Juc(yHK-
IIUH, CHCTEMHBIX HapyIIEHU KOATYJISIIIUH, BOCTIATICHHS
u HelporymopanbHoi aktuBauuu [9, 21]. Taxxke He
uckitoueHo, uto OMM, npuBoIs K CHUKEHUIO cepled-
HOTO BEIOpPOCA, MOT OBITh Y 9TOTO TMAIllMeHTA JOTIOTHU-
TENBHBIM (haKTOPOM OCTPOM AUCHYHKITUH TTodek [22].

[Tomumo xoucratamuu (dakra pazsutus OIIII,
OTIpeJieTICHHe ero MaTOreHeTHYEeCKOTO BapUaHTa KPH-
TUYHO AJIS IUTAHUPOBAHUS U pean3aliy IPeBEeHTUB-
HbeIX Meponpustuii [23]. Heobxonuma neranuzanus
KIIMHUYECKUX aHHBIX, BKIIOYas MOYEBbIE HHJIEK-
cel 1 garaele Y3U [17]. B ananuszupyeMom cirydae
ObUI OUEBUIEH COYETAaHHbBIM HMINEMUYECKMH M TOK-
cuyeckuit rene3 OIIIl, mposiBUBIIMIACS pa3BUTHEM
octporo TyoysipHoro Hekposa (OTH), niist kotoporo
TUIUYHO Pa3BUTHE TPAH3UTOPHOH MONMypHUHU MOCIE
3MU30/1a CHIKEeHUA auypesa [12].
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Hcxons U3 3TUX NpeACTaBIEHUN, B JAHHOM CIy-
Yyae OYeBUIHBI CIENYIOIINe OCHOBHBIC HAIPaBICHUS
PEHOIIPOTEKITUH, KOTOPbIE MOIJIH ObI TPeAyNpEanTh
pa3BUTHE U IPOTPECCUPOBAHUE OCTPOH AUCHYHKINU
MOYEK U YIyUYIIUTh OTAAJCHHBIN MPOTHO3.

Bo-niepBbIX, pUCK pa3BUTHSI UCXOIHOTO (TIOCIIECOTIe-
paronHoro) amm3oaa OINI] B maHHOM CiTydae MOXHO
OBUTO OBI CYIIECTBEHHO CHU3WTh, OTMEHHB TIperapa-
TBI, YCYTYOJISIFOIIIUE WIIEMHUIO TIOYKH B YCIOBUSX TH-
OBOJIEMUH (OJIOKaTOPhI PELENTOPOB AaHTMOTEH3UHA 2,
METIEBbIE JMYPETUKH), a TaKKe 00ecreyrB Moep-
JKaHUE M30BOJIEMUU B MEPUOTICPAIMOHHOM IEPHUOJIE.
Bo-Broppix, mpoduiaktHueckas THApATaius C I0-
MOIIBI0 BHYTPUBEHHBIX WH(Y3UI CONEBHIMH PacTBO-
pamu Moriia Obl CHU3UTh YPOBEHb TOKCHYECKOTO BO3-
JCUCTBUS OKCAIMIUIATHHA y TalHEeHTa ¢ (aKTopaMu
pucka pazsutus OIIII [17, 24]. B-tpetpux, mnpemy-
npexaeHne mnocienyromero 3mm3oma OIIII, mepcu-
ctupoBaaus ObBII u dpopmupoBanus XbII, accormu-
POBaHHBIX, IJIABHBIM O0pa3oM, C THIIOBOJIEMHEH Ha
(hoHE MHTECTHHAIILHBIX TIOTEPh KHUIKOCTH, MOTIIO OBl
BKJIIOYATh a/ICKBATHBIM KOHTPOJIb BOJIEMUH (KOppeK-
el moTpebiaeH st )KUAKOCTH U ee HH(Y3HUSIMH ), TIPH-
MEHEHHE aHTHUCEKPETOPHBIX M TPOTHBOANAPEHHBIX
MIperapaToB, KHUIIEYHBIX (OPM KOPTHKOCTEPOHIIOB,
AHAJIOTOB TITFOKAaroHomoAoOHoro rmenTuma-2 [13, 25].
B-4eTBepThIX, peCTaBISETCS OYEBHIHBIM, YTO CaMma
KHIICYHAsT CTOMa — TJIABHBIH (DaKTOp THUIOBOJICMUU
TpebGoBaa CBOEBPEMEHHON XMPYPrHUECKOl Koppek-
UM JUISl PEHOTIPOTEKIMY U TIOJJIep KaHHsl KadecTBa
»Ku3HU narnuenta [ 14, 26]. [locnennee monTBepKacHO
JOCTIDKCHHEM OXKHIaeMoro 3¢¢eKTa B OTHOIICHUH
YCIICITHOW KOPPEKIMA BOJHO-3JICKTPOJIMTHBIX Ha-
pYLIEHUH U OBICTPOTro yaydlleHHs (YHKIUHU IOYEK.
Bonee toro, B pe3ynbrare paaiukaibHOIO yCTPAHEHHS
KHIICYHBIX MOTEPh )KUJIKOCTH U DIICKTPOIUTOB HAOIO-
nanmn panpHeimee yeenmmueHue pCK® B otganeHHOM
(depe3 5 mec) nepuone.

[IpencraBnsemMoe  KIMHUYECKOE  HAOIOICHUE
OTIPEIENICHHO YKa3bIBACT Ha TO, YTO AaXKe [UINTEeNbHAs
(6onee 3 mec, BeIxoaAwIas 3a BpemeHHbIe paMki OBIT
1 COOTBETCTBYIOIAs (hopManbHbIM Kputepusim XbIT)
Tuc(yHKIINS TT0YeK Ha (DOHE TUTTOBOJIEMUN/UIIIEMUHN
y TOM00HBIX MAI[MEHTOB MOXET ObITh B 3HAYUTEIb-
HOHM cremeHW oOpaTuMoil. MOXHO TMpenoiararb,
YTO CYIIECTBEHHAS YaCTh PE3UICHTHBIX KJICTOUHBIX
MOMYJISIIMEI TOYEK COXPAHSIOT KU3HECTIOCOOHOCTD H
CIOCOOHOCTH K pereHepalu, BEposiTHO, B Pe3yJIbTa-
Te peann3aluy MEXaHW3MOB KJIETOYHOW aJamnTanun
K XpoHmueckoil wmemun [27]. Takum oOpazom, B
KIIMHUYECKOW TPAKTHUKE TIOMBITKH BOCCTAHOBIICHUS
LEJIOCTHOCTH KHUIICUHUKA JUIsI MOJOOHBIX CIIydyacs
MOTYT M JIOJDKHBI OBITH ONpaBJaHbl, HECMOTPSI Ha
JUTMTEIILHOCTD MEePCTUCTUPOBAHUS JUC(YHKINU TIO-
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YeK, B KAUE€CTBE BAKHOI'O JIEMEHTA PEHONPOTEKLINU
U YIYUIIEHHS] HCXOO0B.

Hampotus, B 0TCyTCTBUE TaKOro JICYCHUS YIIyd-
InieHHe (YHKIUH IMOYeK, XOTS W ObUIO 3HAYUTEINb-
HBIM, [POU3ONLIO C PE3UJAYyAIbHBIM Je(PEKTOM B
Bune pa3sutusi XbIl 3aAl B oTmameHHOM mepuoje
(CK® 52 mu/mun/1,73 M? Tipu HCXOTHOM 93 MII/MHUH).
Pazsutue XBII, cBsi3aHHOU C U3BECTHBIMU PUCKAMU
HeOIaropusITHBIX COOBITUN U YXYIIIIEHUEM IPOTHO-
3a [6], MO)KHO OOBSCHUTH 3aKOHOMEPHBIM (JOPMHPO-
BaHUEeM (DUOPOTUIACTUYECKUX M3MEHEHUH MOYEK I10-
cie nioBTopHbIX OIIIl 1 Ha QoHE ATUTETHHOTO BO3-
JIeHCTBUS TUIIOBOJIEMUYECKON HIIEMUU.

B 3aknroueHue onuchiBaeMbli CiTydail IEMOHCTPH-
pyeT HeoOXOAMMOCTh MTPUMEHEHUST Mep MPO(UITaKTH-
KM, CBOEBpPEMEHHOM auarHoctuku u Tepamuu OIIIL
y TAalWEHTOB, MOABEPTaOIINXCS JICUCHUIO 37I0KaYe-
CTBEHHBIX OITyXOJICH, IJIsl yaydIIeHus: ucxono. Ompe-
JIeNIeHNe CTpaTeTuii W TAaKTUKU BEICHUS IOJOOHBIX
TIAIIMEHTOB JOJDKHO OBITh OCHOBaHO HAa MEXIWCIIH-
TUTMHAPHBIX TOJXO/aX K JiedeOHO-INarHOCTUIECKUM
MEPOMPUATHUSAM, B KOTOPBIX KPUTUYHBIM SIBIISICTCS TEC-
HOE B3auMojieiicTBue Hedpoliora u oHKosora [4].
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PEDEPAT

MoHAaTHe ¢pokanbHO-CErMEeHTapPHOro MOMEPYIOCKIeP03a B KIMHNYECKOM NPaKTUKE MUCMNONb3YEeTCs OJ1 ONMCaHUS Kak OT-
nenbHoro 3abonesaHus, Tak 1 Aas MopdONorM4eckoin xapakTepmUcTMKM BTOPUYHOIO nopaxeHuns novek. Hanbonee yacto do-
KasbHbI CErMEHTapPHbIN MOMEPYIOCKIEPO3 BOSHUKAET B Pe3yNibTaTe TEYEHUS NEPBUYHOIO rmomMepynoHedpuTa u aBngeTcs
NMPUYMHONM Pas3BnTUS HedpPoTMHeckoro cuHapoma. OCOOEHHOCTLIO TeHEHUS HEDPOTMHECKOTro CUHAPOMa Npu GoKalbHOM cer-
MEHTapHOM rIoOMepyiockiepose ABnseTcs bonee onnTeNbHblA OTBET Ha CTEPOUAHYIO Tepanuto nam GopMmnMpoBaHme 3aB1UcK-
MOCTU/PE3NCTEHTHOCTU K TIIOKOKOPTUKOCTEpomnaamM. HecMoTps Ha pa3BuUTME Hay4YHOro nporpecca, npobdaema dokasbHOro
CermMeHTapHOro rmomMepynockiepo3a rnpu NepBUYHOM rinomMepyioHedpuTe 0CTaeTCs No-NpPexHeEMy akTyanbHoM. [oHmaHne
MexaHM3MOB MOBPEXAEHNS NoA0UMTOB, NMPOrpPeccupoBaHns 3aboneBaHns BaxHO He TONbKO AN GyHOAaMeHTasbHbIX Uccne-
LOBaHWI, HO N AJ1 NOBCEAHEBHOW KIIMHNYECKOW MPaKTUKK.

Knioueeble cnoga: AeTu, roMepynoHedpuT, HedpoTUYECKUIA CUHAPOM, POKaNbHO-CerMeHTapHbIN MOMEPYJIOCKIepos, no-
OOUMTLI, MMMYHOCYMPECCUBHAsA Tepanus
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ABSTRACT

The concept of focal segmental glomerulosclerosis in clinical practice is used to describe both a separate disease and mor-
phological characteristics of secondary kidney damage. Most often, focal segmental glomerulosclerosis occurs as a result of
the course of primary glomerulonephritis and is the cause of the development of nephrotic syndrome. A feature of the course
of nephrotic syndrome in focal segmental glomerulosclerosis is a longer response to steroid therapy, or the formation of de-
pendence/resistance to glucocorticosteroids. Despite the development of scientific progress, the problem of focal segmental
glomerulosclerosis in primary glomerulonephritis is still relevant. Understanding the mechanisms of podocyte damage and
disease progression is important not only for basic research, but also for everyday clinical practice.

Keywords: children, glomerulonephritis, nephrotic syndrome, focal segmental glomerulosclerosis, podocytes, immunosup-
pressive therapy
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BBEOEHUE

[lonsiTHe (OKaTBHO-CErMEHTAPHOIO IIIOMEPYJIO-
ckieposa (PCI'C) B KIIMHUYECKOH MPAKTHKE UCIIOIb-
3yeTcsi JUIsl OMMCaHMsI KaK OTAEIbHOTo 3a00eBaHus,
TaK W JJisi MOP(OIIOTHYECKON XapaKTePUCTUKH BTO-
pugaHOTO TOopakeHwms mouek [1]. Tepmun rmomepy-
JIOCKJIEPO3 MPHUMEHSIOT Il OIMCAHUS MOPAaXKEHUs,
CBSI3aHHOT'O ¢ OONMTEepalyell MpoCcBeTa KaluUIIPOB
BHEKJIETOYHBIM MAaTPUKCOM, MPONYLUPYEMBbIM Me-
3aHTHaJbHBIMU KiieTkaMu. Kak ciemyer u3 onpene-
nerusi, ®CI'C BkirogaeT B cedst ouaroBoe uiau (o-
KaJbHOE MOPaKeHHUE OTHENbHBIX KIyOOUYKOB ITOYEK.
[Ipu »>TOM U3MEHEHHs] HOCST HPEUMYIIECTBCHHO
CErMEHTApHBIA XapakTep, Korja MOpakaeTcsl TOJb-
KO YaCTh COCYJHMCTOTO Iy4YKa TJIOMEPYIbI, TPUBOAS
K THNWYHOW Mopdonornueckoit kapruHe. Crekrp
npuunH pa3sutuss OCI'C mocratoyHo pa3zHOOOpa-
3eH. Tak, oTMedeHo, 4To (hOKaTbHO-CEeTMEHTAPHBIN-
[JIOMEPYJIOCKIIEPO3 SABISCTCS MOCIEAYIOIEH cTatuei
00JIe3HN «MUHUMaJIbHBIX U3MEHEHUIT» — BO3pacTHas
IBOJIOLMS, YTO JOKA3aHO MOBTOPHBIMH OHOTICHUSIMH
nouek [2]. Taxxe popmupoBanue @CI'C oTmeueHO
[IPU [IPOIPECCUPOBAHUU PA3JIUUYHBIX 3a00JeBaHUM,
IIPOTEKAIOIINX C MOPAKCHUEM IJIOMEPYIISIPHOTO arl-
mapara Io4eK, Takux Kak [gA-medpomnarusi, mem-
Opanosublii  momepynonedpur (I'H), memOpanHO-
nponudepaTuBHBIN TIIOMEpYTOHePPHT, pexe ObIBacT
B pe3yibrare pedrokc-HedponaTin Ha (GOHE AU3IM-
Opuorenesa modeyHoi Tkanu [1-3].

Kannuyeckue mposiBaenus. Hawmbomee uda-
CTO (hOKAJBbHBIM CErMEHTApPHBII TJIOMEPYIOCKIEPO3
BO3HHMKAeT B pe3yjibTare TeueHus nepsuuHoro ['H
U SIBJISETCS TIPUYMHON Pa3BUTUS HEPPOTHUECKOTO
cunapoma (HC) [3]. OcoGennocthio TeueHuss HC
mpu OCI'C sBisgeTcs 6onee MIUTENBHBI OTBET Ha
CTEPOUIHYIO Tepalnuio Wwin (GOpMHUPOBAHUE 3aBUCH-
MOCTHU/PE3UCTEHTHOCTH K ITFOKOKOPTHKOCTEPOHIAM.
Pan uccrnenoBareneil oTMe4aloT OTCYTCTBHE OTBe-
Ta Ha TEparuio MPEJHU30JIOHOM B TeYeHHE 8 Hell y

Tabnuua 1/ Table 1
Mopdonorudeckas knaccudpukauua PCrc
(Knemboeckuit A.U., 1989r.)

Morphological classification of FSGS
(Klembovsky A.l., 1989)

Tun Mopdornoruyeckas 0cO6eHHOCTb
B TkaHn MHOroO MOHOHYKN1eapoB, eCTb KNeT-

KM CO BCNEHEHHOM LMTONIa3Momn

KneTouyHbIn

KoHueBon Cknepo3 mecTa BbIXx04a M3 rOMepyJibl
NMPOKCMMAasNbHOrO KaHasnbla, 3nuTenui

KOTOPOro reHeTu4eckn 61m3ok nogoumTam
Tsxenbin BapnaHT PCIC ¢ cermeHTapHbIM
1 dokanbHbIM KONIMancoM Kanuisipos, C
[anbHenLWnM CKIIepo3poBaHNEM

Konnabupyowmii

50% manueHTOB C TEPBUYHBIM TIIOMEPYIOHEPpH-
TOM, € MOP(OIOTHIECKN OnpeAessuics (GoKaabHO-
CerMeHTapHbI moMepynockiepos [4-6]. [Ipu atom
MIPOrHO3 y TAKUX MAI[MEHTOB 110 Pa3BUTHIO XPOHUYE-
ckoil moueuHou HemoctarouHocTH (XIIH) mebmaro-
MIPUATHBIA, TPUMEPHO TOJOBHHA TaKUX IMAIMEHTOB
B TEUEHHUE IIITU JIET JOCTUIAIOT Pa3BUTHE TEPMHU-
HaJILHOW XPOHUYECKOH MOYEYHOH HEeJOCTATOYHOCTH
(XIIH) [6, 7].

Mopdonornyeckasi xapakrepucruka. [lo Ha-
CTOSIILIETO BPEMEHH HET eIWHONH MOpP(HOJIOrHYECKOM
Kiaccuukanuyi  (OKaTbHO-CETMEHTapHOTO TJIOME-
pynockiepo3a. [lombiTka Mopdomornueckoil Kiac-
cupukaimn OCI'C ocHOBbIBaJlaCh Ha CTENEHH U
JIOKaJIM3alui TOPXKEHUS B OTACIBHOM KIyOOuKe,
MIpUYEM, Ha OCHOBAHUH 3TUX MPU3HAKOB, OTIPEAEIISII-
cst mporuo3 3aboneBanusi. OfHa U3 MEPBBIX KIACCH-
¢ukanmii 6pUTa pazpaboTaHa B OTAENE KIMHUYECKON
nmatoMopdonoruun MockoBckoro HUW nemnatpum u
netrckoit xupyprun A.U. Kirem6osckum B 1989 rony
(Tabm. 1) [2, 8, 9].

B nanbHelimem mpeacraBieHne o Mopdonoruye-
CKOH KapTuHEe (OKaIbHO-CErMEHTAPHOTO TIIOMEPYII0-
CKJIEp03a PaCHINPSIIOCh, BBIJIENIS HE TOIBKO MOPQO-
JIOTHYECKHE 0COOCHHOCTH, HO U ONpeesisis X 3Haue-
Hue [10]. B HacTosmiee BpeMs OOIBITUHCTBO MOPQO-

Tabnuua 2 / Table 2

Mopdonorunyeckas knaccudpukauua ®CIrc, A.B. Fogo 2015 [1]
Morphological classification of FSGS, A.B. Fogo 2015 [1]

Tun

Mopdonorunyeckast o0co6eHHOCTb

3HayeHne

dCrc
(HEeYTOYHEHHbIN TUM)

OGmATepame CerMeHTapHbIX y4aCTKOB Ka-
MUNNAPHOro ny4ka Kﬂy60‘-IKOB BHEK/NETOYHbIM
MaTPUKCOM

He yctaHoBNEHO

Konnancupyowuiin Tun

Konnanc cocyamcTtoro nyyka ¢ nponmdepaumen
KJIETOK BUCLLEPASIbHOIO ANUTENNS, rMnepniasns
noaounTOB

HebnaronpusTHbin NPOrHo3. YacTble peunanebl 3a60-
neBaHusl. CHUXEHHbIN OTBET HA MMMYHOCYMNPECCUBHYIO
Tepanuto. bbiICTpoe CHMXeHNM PyHKLUMM NoYeEK

«CoTtoBblit» PCIC

OHgokanunnapHas nponudepauns, 4acto rm-
nepnnasuns NoaoLuToB

PaHHsa ctagnsa GCIC

KoHueBown Tvn

CkneposvpoBaHne MPOKCUMANbHOMO yyacTka
COCYAMCTOro nyyka

BnaronpustHblii BapnaHT TedeHns PCIC. Xopolumin oTBeT
Ha UMMYHOCYMPECCUBHYIO TEpPanuio

MpukopHeBOM BapnaHT

Cknepos 1 rmanMHo3 Ha CcocyoncToM nonkce
rmomMepynbl

BblpaxeHHbIn HedpoTnyecknin cuHapom. Yaule Bcero
COOTBETCTBYET BTOPUYHbIM BapuaHTam PCIC
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JIOTOB TIPUACPIKUBAIOTCS Kilaccuukamy, pa3pado-
TaHHOW rpynmoi aBTopoB V.D. D’Agati, A.B. Fogo
etal. (2004), koropsie BeiaensitoT S BapuantoB @CI'C
(tabm. 2) [1, 10].

Crienyer OTMETUTh, YTO OLEHKa Mopdornormye-
CKOTO THMa (OKAJIHHO-CErMEHTAPHOTO TIIOMEPYIIO-
CKJIEPO3a MOXET CIY)KUTb YCJIOBHBIM OPHUEHTUPOM
3¢ (eKTUBHOCTH Ha3HaYaeMOH HWMMYHOCYIIPECCHB-
HOHM Tepanuu y nanueHToB ¢ nepsuunbiM ['H [11].
['pynmoii aBropoB D. Agati, M. Alster et al. (2013) B
PETPOCHEKTUBHOM HcCcienoBaHuu y 138 manmentax
¢ I'H ouenuBanacek cpapauTenbHas 3)EKTHBHOCTD
MuKodeHonata ModeTnaa U IMUKIocopuHa A. AB-
TOpaMu ObUIO OTMEUEHO, YTO JOCTOBEPHOM pa3HULIBI
3G PEeKTUBHOCTH MEXIy MpernapaTaMy He MOJIyYeHO,
OIHAaKO, ObUIO 3aMeYeHO, 4TO Haubojee HU3KUHU OT-
BET Ha TePaInIio, BHE 3aBUCUMOCTH OT UCIIOJIb3yEMbIX
MpernaparoB, ObUI TMPH «KOJUIATICUPYIOIIEM THIIE»
OCI'C, Torma kKak HaWIy4IIMH OTBET HA MMMYHO-
CYHNPECCUBHYIO TEpPalMI0 OTMEYEH IIPH «KOHIIEBOM
TUIE» (POKATBHO-CErMEHTAPHOIO TIIOMEPYIOCKIEPO-
3a [11].

ITarorenes. HakoruieHHbIM KIMHUYECKUNA U HAyY-
Helii omnbIT onpenensier PCI'C kak rereporeHHoe 3a-
OoseBaHNEe, MMEIOIE MHOXKECTBO IPUYMH, BKIIIOYAs
LIeJTBIA KJTacTep MOHOTEHHBIX 3a0oneBaHuid. B 0oib-
LIMHCTBE CIIy4aeB TEPMUH (hOKAIbHO-CErMEHTapHbIH
IJIOMEPYJOCKIIEPO3 HCIOIb3yeTCs MNpU NEPBUYHOM
MOBPEXXJIEHUU TMOAOIMTOB BCIEICTBUE MOBPEXKICHUS
IUPKYJIUPYIONIMMA UMMYHHBIMH KOMIUTIEKcaMu. Te
K€ M3MEHEHUs], BO3HMKAIOIUEe Ha (POHE CHUCTEMHBIX
3a00JICBaHM COCTUHHUTEIHLHON TKaHH, TPOMOOTHYE-
CKMX AHTHONATHH, TyOyJIOMHTEPCTHULMAIBHBIX 3200-
JIeBaHWH MPUBOIAT K BTOPUYHBIM MOBPEKICHHUSM TJIO-
Mepyn uin BropuaHomy OCI'C [12].

Haubonpumii nHTepec uccnenoBarenei npeacTas-
JsIeT WU3yuyeHHE MEXaHU3MOB pPa3BUTUSA (DOKAJIbHO-
CErMEHTaPHOI0 IIIOMEPYIIOCKIEPO3a IPH IEPBUYHOM
miomepyiaonedppure. Hecmorpst Ha yOenutenbHble
KIMHAYECKHE JI0Ka3aTesIbCTBa TOTO, YTO MUMMYyHHas
CHCTEMa UIpaeT pelarollylo pojib B pa3BUTHUU Hep-
BuyHoro ®CI'C, TouHass XapakTepucTHKa HIMMYHHO-
ro (eHOTUIA B 3HAYUTEILHON CTEIICHU HEU3BECTHA,
BIIPOYEM TAKXKE OCTAETCS HESICHBIM, OCYLIECTBIISIET-
Cs1 JIM 3T POJIb 3a CUET MPSIMOTO KIETOYHOTO B3aHMO-
JEUCTBUSI MEXKJIY MMMYHHBIMH W 3MUTEIHATBHBIMH
KJIETKAMHU WIIM 33 CYET JCHCTBUS PazIMYHBIX LUTO-
kuHOB [13].

Pan uccnenoareneil npeanosiaraloT KIKOYEBYIO
porb cyOmomynsiuii T-KiIeTok B KauecTBe Meauaro-
pos nepuunoro ®CI'C. Tak, ananu3 PHK o6pasuos
MOYEK y AETeil ¢ MEepBUYHBIM IIOMEPYIOHEPPUTOM
17151 oleHku poau T-knetok B nmarorenese ['H BbisiBUI
npoduib JKCIPECCUH TPAHCKPHIITOB ITUTOKHHOB,
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BBI3BIBAIOMINI BOBIeueHne Th2-KIeToK, B TO BpeMs
Kak muToKkuHBI Thl-kmeTtox ObuM TIOmaBieHBI |14,
15]. Mo mamaeiM X. Shao et al. (2009), B Guomnra-
tax noyek ¢ ®CI'C BbIgBICHA BHICOKASI IKCIIPECCUS
IL-17, IL-23p19 u saaepuoro penentopa (RORc), ko-
TOpBIC HEMOCPEACTBEHHO CBs3HBI ¢ Thl7-knerkamu
[16]. HecMoTps Ha TO, YTO TIOKa3aHa 3HAYMMOCTH
ponu cyonomymsiinii T-KJIeToKk B Ka4ecTBe MeIuaro-
pos nepsuyHOro ®CI'C, TouHbIE MEXaHU3MBI TIATOTE-
He3a OCTAI0TCS HEU3BECTHBIMHU.

BaxHoli mpexacraBisiercss posib  Makpodaralib-
HOro 3BeHa MMMyHHTeTa B natorenese OCI'C. Ilpu
MOP(}OIOTHYECKUX HCCIEIOBAHMIX 3aMEYeHO, YTO
BHYTPUKAWUISIPHOE HAKOIICHHE TIEHUCTHIX KIETOK
npeawmectsyeT passutuio PCI'C. Mexannsm obOpa-
30BaHUS MEHUCTBIX KJIETOK HEMOCPEACTBEHHO CBA3aH
¢ MakpodaraMu, KOTOpbIE HAKaIJIMBAaIOTCS B JHO-
KalMJUIIPHBIX yYacTKax KIyOOUKOB, IJie TOIIOIIe-
HUE JIATIONPOTENHOB HHU3KOW TUIOTHOCTH TPHUBOIUT
K nuddepeHInpoBKe WX B MEHHUCTHIE KieTku [10].
Le Berre L. et al. (2005) Ha OHOTOTHYECKUX MOIEIIAX
MIPOIEMOHCTPUPOBAIIN BBICOKYIO TPAHCKPHUIILHIO IIH-
TOKHUHOB, aCCOIMMPOBAHHBIX ¢ Makpodaramu, TNFa,
IL-12, IL-6 u IL-17, a B oOpa3uax mo4ex y JAeTei C
nepBudHbIM OCI'C ObUT0 00HApPYKEHO OOJIBIIIEE KO-
JUYICCTBO HHTEPCTUIIHATBHBIX MakpodaroB CD68*
[14, 17].

Eme onmHMM M3 KITIOUEBBIX 3BEHBEB B KauecCTBE
MMMYHHOTO TIOpa)K€HUS IJIOMEPYJI pacCcMaTpHUBaIOTCS
B-kieTku. AHain3 MMMyHHOro HMHQUIbTpara OHO-
MITAaTOB TIOYEK JIeTel ¢ MAMOMaTndecKuM HeppoTH-
YECKUM CHHJIPOMOM BBISIBIJI 3HAYUTEIFHO 00JIee BhI-
COKOE KOJIMYeCTBO ImomMepyisipHeIx CD20" B-knerox
y nauueHtoB ¢ PCI'C, yTo mOCIYX WIO MOBOJOM
noucka TapretHoil tepanuu HC [17]. ['mnore3a o0
yuactuu B-kierok B matorenese nepsuynoro ®CI'C
OblIa TpensyioKeHa IOCHe YCIENTHOTO JICUSHHs TIa-
IIUEHTOB C (OKAITHHO-CETMEHTapHBIM TJIOMEPYJIO-
CKJIEPO30M MOHOKJIOHaJbHBIMU aHTuTenaMu k CD20
B-knerok — purykcumabom. MHTEpecHBIM SBIISETCS
(haxkT TONOKUTEIBHOTO BIUSHHSA PUTYKCHMMaba Ha
MPOTEUHYPHUIO TIPHU OTCYTCTBUM MHTEPCTUIIHAIBHBIX
WIH TIOMEPYISIpPHBIX B-kieTok B OmomTarax mo-
4YeK, 4TO OOBSICHSIETCS MPSMBIM BIUSHUE Tpenapa-
Ta Ha TOAOUMUTHI IyTeM IIO/aBICHUS aKTUBHOCTHU
cunromuennH-hochoaudCTepasbl-KUCIOTH-3b 1
CTaOMIM3aMH aKTHH-LUTOCKEIeTa OAOIUTOB, I10-
TEHLMAJIBHO TPUBOAS K 3aMEJICHUIO MTOBPEKIACHUS
HOXXEK TMOJOIHTOB, YTO CTABHUT II0J] COMHEHHUE HC-
KIFOYUTENBHYIO pollb B-KieTok B reHese ¢popmMupo-
BaHUA (DOKAITBbHO-CETMEHTAPHOTO TJIOMEPYIIOCKIIe-
po3a [18].

Eme omHMM HarpaBieHHEM CTajo U3ydeHue Iup-
KYJIHPYIOIINX (aKTOpOB TPOHHUIIAeMOCTH. B msTu-
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JIECSThIE TOABI MPOIUIOTO CTOJNETHS CYIIECTBOBAsA
TEOpHUs O TATOTeHe3e MEePBUYHOTO HE(POTHIECKOTO
CUHJIPOMA, BBI3BAHHOTO HEKUMH ITUPKYIUPYIOIIAMHU
B KpoBHU (pakTopamu. KOCBEHHBIMU MOTBEPKJACHUSIM
siunoch pazputre CPHC y manueHToB ¢ TpaHCIUTaH-
TaToOM IOYKH, YTO caMoe MHTEPEeCHOe, NpU peTpaH-
CIUTAHTAIMH JPYyToMy TaIrueHTy 6e3 npossieanii HC
MIPOIIEeCC B MOYKE MOydan o0paTHOE pa3BUTHE, TaK-
e oTMedeHa peakius 0onpHBIX ¢ HC Ha ncnonb3o-
BaHue miazmadepesa [6, 19].

OMHUM U3 HIUPOKOU3YUYCHHBIX (PAKTOPOB IUPKY-
JSIIUAW SIBIISICTCS. PELIENTOP AKTHBAIMH YPOKHHA3bI
(uPAR) m ero pactBopumas gopma suPAR. Peren-
Top UPAR skcnpeccupyercs Ha MHOXECTBE KIIETOK,
BKurodast T-KiIeTKku, HEUTpouIbl, MaKpodaru, KieT-
KM TJIaJIKAX MBIIII U 3HJIOTEIHAIbHbIC KICTKH, y4a-
CTBYS B psAJIc KICTOYHBIX (PYHKIUH, BKIIOUas ajire-
3ut0, ponudeparuio, Bocrnanenue [6, 20]. B ucce-
moBaHuAX Y. Xu (2001) 6puta mpomeMOHCTpHpOBaHA
BhIcOKas dkcripeccus uPAR Bo Bpems He(ppuTa, nanee
C. Wei (2008) moka3zai Ha OMOJIOTHYECKUX MOJIEISIX
3HAYUMOCTb M30BITOYHOW 3KCIIPECCHUH pELenTopa B
Pa3BUTUU TOJIOIUTONATHH U TMOSBICHUH MPOTCUHY-
puu y Mbltei [6, 21, 22]. [Ipu uccnenoBaHuy ypoBHS
akcripeccuu SUPAR y marmenToB ¢ HeppoTHUECKUM
CHUH/IPOMOM OTMEUAJICS €r0 BBICOKHI YPOBEHb TOJb-

Ko y marnueHToB ¢ popmuposaranem OCI'C, Torma kak
npu 0OJNEe3HH MUHHMMAJbHBIX W3MEHEHUH YPOBCHb
COOTBETCTBOBAJl KOHTPOJIBbHOM rpymne. Kpome Toro,
ObUIO OTMEYeHO, 4YTo y aeredl ¢ mepBuunbiM CPHC
(Bpoxnenubiit 1 uadanTunbHe HC) nMeer mecto
BBICOKMI ypOBEHb 3Kcrpeccud B 1uiasme suPAR B
OTCYTCTBHE JAPYIMX MAPKEPOB BOCIAJICHHUS, YTO CBU-
JETENbCTBOBAIO O €ro 3HAYCHUH IPU I'€HETHYECKH
obycnoenerrnom HC [23].

B nocnennue roxsl Bce yale paccMaTpUBarOTCSA
MoJieKyJsipHble MexaHu3Msbl natorenesa OCI'C y na-
[IUECHTOB C TIEPBUYHBIM HEPPOTUUECKUM CHHJIPOMOM.
Jochen Reiser u ero xomrerun mpoaeMOHCTPUPOBATH
AKTHBALMIO KATHOHHBIX KaHAJOB IOTEHLHAJILHOIO
penenropa TRPC6 Ha BbIEIEHHBIX N30IMPOBAHHBIX
KIIyOoukax OMOITaToB MOYEK MALUEHTOB C «0oje3-
HbIO MUHUMAaJIbHBIX H3MEHEHU», MeMOpaHO3HOM He-
¢dponarueit u DCI'C [24]. Beicokas skcrpeccus HOH-
HbIX KaHaoB TRPC6 mpu rimoMepysisapHbIX 3a0071eBa-
HUSIX BBI3bIBACT aHAJIOTMYHbBII MEXaHU3M [1aTOreHe3a,
Kak 1 nmpu Mytanusax resa TRPC6, T.e. moBsllieHne
BHYTPHKIICTOYHOTO KaJbIH, YTO CIIOCOOCTBYET pas-
BUTHIO TIPOTEMHYPUH U (HOPMHUPOBAHHIO TIIOMEPYIIO-
ckiepo3sa [25, 26]. [TomrMO akTHUBAIIMH MEXaHU3MOB
CTUMYJISILIMU KaJbLIMHEBPUHA M YyBCTBUTEJIBHOH K
KambInio (GochoTasbl 32 CYET BHICOKOH IKCIIPECCHH

Tabnuua 3 / Table 3

deHoTUNMYeckaa cepus — PeHOTUN/reH HacneacTBeHHbix popm PCIrc
(https://omim.org/phenotypicSeries/PS603278)

Phenotypic Series — phenotype/gene of hereditary forms of FSGS

(https://omim.org/phenotypicSeries/PS603278)

Jlokanmnzaums

KnnHnyeckmnn peHotnn

HacneposaHune

leH

OMIM

19q13.2

®CIC 1. Boicokasi npoTenHypus CybHedpOTUHECKOrO YPOBHS 6€3 pas3BuTus
HedpoTuyeckoro cuHapoma, XMH nocne 40-50 net, mopdonornyeckn PCIrc

AP

ACTN4

603278

1122.1

dCrC 2. 1e610T 3a60neBaHNs Ha 2-M OECATUNETUM XU3HU. Bbicokasi npoTenHy-
pus HedpoTuyeckoro yposHs, XIMH nocne 50-60 net, mopdonormndyecku GCIrc

AL

TRPC6

603965

6p12.3

®CrIC 3. Ctepon-pe3nCTeHTHbIN HeDPOTUHECKUI CUHAPOM Ha NEPBOM rogy
XWU3HW, paHHee passutme XMH, mopdonornyeckuin @Crc

CD2AP

607832

22q12.3

DCrC 4. Ctepon-pesncTeHTHbI HehPOTUHECKMI I CUHAPOM Ha NEepPBOM roay
Xn3HU, paHHee passuTtue XIMH, mopdonornyecknin @CIrc

APOL1

612551

14932.33

dCrC 5. [lebioT 3ab6oneBaHns Ha 2-M OECATUIETUN XU3HU. Bbicokasi npo-
TENHYpUSa HEPPOTUYECKOTO YPOBHS, HEPPOTUYECKUIA CUHAPOM, apTepuanbHas
rmnepTeHans, remaTypus, 6bicTpoe passutie TXMH B TeyeHne 5-7 net nocne
nebiota, mopdonornyeckn PCIrc

INF2

613237

15022.2

®DCIrc 6. Crepouns, pe3NCTEHTHBIN HEPPOTUYECKNIA CUHOPOM Ha NEepPBOM roay
XWN3HW, paHHee passutme XMH, mopdonornyeckuin ®Crc

AP

MYO1E

614131

10q24.31

@dCIC 7. [ebioT 3aboneaHns Ha 2-M 1 3-M OeCcATUNEeTUN Xn3Hu. Boicokas
npoTenHypus HeppoTnyeckoro yposHs, XIMNH peako nocne 50-60 net, mopdo-
noruyeckn GCrc

AP

PAX2

616002

7p14.2

®DCrC 8. Boicokass NpoTenHypust HePOTUHECKOro N CyBHE(pPOTUHECKOTO
YypOBHSA 6e3 pa3Butusa HedpoTmyeckoro cuHgpoma, XMH nocne 40-50 ner,
Mopdonorudecku GCIrc

ANLN

616032

9q33.3

®DCIC 9. Crepon-pe3ncCTeHTHbIN HeDPOTUHECKMI CUHAPOM Ha NEPBOM rofy
XN3HW, BEHTPUKYNOMEranns, NoJInkMCcTos noyek, paHHee passutume XMNH, mop-
donoruyeckuit Crc

AP

CRB2

616220

90933.3

®dCrcC 10. [ebGoT 3aboneBaHns Ha 2-M OECATUNETUN XN3HU. Bbicokas npo-
TenHypus HedpOoTMHECKOro YPOBHS, remaTypus, XIMH peako nocne 50-60 ner,
Mopdonorudecku GCIrc

LMX1B

256020
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PucyHok. Mpumepsbl mopdonorumn ACIC, accounmpoBaHHoro ¢ mytaumnein reHa CRB2 (co6cTBeHHOe HabnoaeHne). A — rnobasnbHbI
cknepo3s; B — ouaroBoe pacnnacTtbiBaHUst HOXEK MOAOLMTOB C YHePeA0BaHNEM COXPaHHbIX YHaCTKOB rTOMepPYsipHoOi 6a3anbHON MeEM-
6paHbl; C — BbICTynatoLLme Nyykn akTHa B 061aCTV HOXEK NOAOLMUTOB.

Figure. Examples of the morphology of FSGS associated with the mutation of the CRB2 gene (own observation) A — global sclerosis;
C - Focal spreading of the pedicles of podocytes with alternating intact sections of the glomerular basement membrane; C — Protruding
actin bundles in the region of podocyte pedicles.

TRPC6, BkmouaroTcst pakTopbl TPAHCKPHIILUH, pe-
LIETITOPHI, HIOHHBIC KaHAJBI, OCJIKH IUTOCKEIeTa, Oel-
KH{, Y4aCTBYIOIINE B MEXaHU3Max alloNTO3a, KOTOPbIE
MIPUBOIAT K IPOrPECCHPOBAHHIO (POKAIBHOIO Cer-
MEHTapHOro mioMepysnockiepos3a [25]. B uccneno-
BaHUSIX, IPOBEJICHHBIX B OTJEJNIC HACIEACTBCHHBIX H
npuobOpereHHbIx Oonesneit nmouek uM. M.C. Urnaro-
Boit HUKU nenuarpun um. akana. FO.E. Bensrumiesa,
C.JI. Mopo3zoBsiM 1 coaBT. (2020), BepBsIe mpoe-
MOHCTPUPOBAHA POJIb 3KCHPECCHH KaTHOHHBIX KaHa-
JI0B noTeHnuanbHoro penentopa TRPC B passutun
(hoKaIbHO-CErMEHTAPHOTO [IOMEPYJIOCKIIepo3a y Jie-
TeH ¢ MEPBUYHBIM HEPPOTUUECCKUM CHHIPOMOM. [1o-
JlydeHHbIE JaHHBIE MPOJAEMOHCTPUPOBAIIN BBICOKYIO
IKCIPECCHI0 KATHOHHBIX KaHAJIOB IOTCHLUAIBHOIO
penenropa TRPC6 u TRPC3 y nereit ¢ doxanbHO-
CErMEHTAPHBIM IJIOMEPYJIOCKICPO30M, HPHUYEM IIO-
Ka3aHO JTOCTOBEPHOE OTIMYUE YPOBHS SKCIPECCHU
peuentopoB TRPC 3-ro u 6-ro Tuma mno cpaBHEHHUIO ¢
JIpYTrUMA MOP(OJOTHYECKIMHU BapHaHTaMHU Y JETeH ¢
MIePBUYHBIM TIIOMEpyIoHeppuToM [25].

Oco0oe MecTo 3aHMMAalOT MOHOTEHHBIE (POPMBI
(hoKaIbHO-CErMEHTapHOT O IJIOMEPYJIOCKIIepo3a,
OIpEeNENSIOIINE €T0 Pa3BUTHE BCIIEICTBUE MYTAlUH,
3aTParuBalOMINX CTPYKTYpHBbIE WIN (YHKIHOHAIIb-
HBIE T€HBI, OTNIPEEIIAIONINE CTPOSHUE ITIOMEPYIISIPHO-
IO ammapara IOuKH.

TunuuHast KJIMHUYECKas KapThHa HedpoTHue-
CKOTO CHUHJIPOMa M OTCYTCTBHE KaKHX-THOO IKCTpa-
pEHAJBHBIX MpPOsIBICHUN 3a00JeBaHUs 3a4acTyro
MPUBOJAT K M3HAYAJIBHO HEMpaBHIBLHONH HHTEpIpe-
TallUi COCTOSIHUS peOeHKa, IpUHUMAs ero 3a Ae0ioT
[IEPBUYHOTO HE(PPOTUUYECKOIO CHHIPOMA, YTO HpU-
BOIUT K HEOOOCHOBAaHHOMY Ha3HaYE€HUIO HIMMYHOCY-
MIPECCUBHOM Tepaluy, Tak Kak Takue OOJIbHbIC H3HA-
YaJIbHO UMEIOT NIEPBUYHYI0 CTEPOUIHYIO PE3UCTEHT-
HOCTh. B Hacrosiee BpeMs BoIAeisitoT 10 reHeTu-
yeckux BapuantoB ®CI'C. B Tabn. 3 mpencrasnena
(eHoTuIMUECKas Cepusl, Ie [I0KAa3aHbl B3aUMOCBA3H
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(eHOTHI/TEeH, YTO MO3BOJMIIO BBIJEIHUThH OTACIBHYIO
HO30JIOTHYECKYIO (hopMy: (hOKaTbHO-CErMEHTapHBII
IIIOMEPYIIOCKIIEPO3.

ITpu MopdonornyeckoM aHanu3e HaciaeICTBEH-
Hble hopmbl @CI'C uMeI0T 0COOCHHOCTH, YUUTHIBAS
KOTOPbIE MOYKHO MPEAINOIOKUTh BApUAHT 3a00JieBa-
HuA. K HUM OTHOCATCS Takwe NPHU3HAKH, KaK IJIO-
OaJBHBIN CKIICPO3 TIIOMEPYJI, 04aroBOE pacIlIacThIBa-
HUSI HOKEK TOIOLIUTOB C YepPEeJOBAaHHEM COXPaHHBIX
YYacTKOB TJIOMEPYISAPHOI 0a3zanbHOW MeMOpaHbl U
BBICTYTIAIOIINE ITyYKH aKTHHA B OOJIACTH HOXKEK I10-
nounToB [27] (pUCYHOK).

SAKJTIOYEHUE

HecMotpss Ha pasBuTHE HAy4HOTO TMporpecca,
npobnemMa  (HhOKaIbHO-CETMEHTAPHOTO  TJIOMEPYJIO-
CKJIEpO3a MPH MEePBUYHOM IIIOMEpYJIOHEPpUTE OcTa-
€Tcsl TMO-IIPEKHEMY aKkTyanbHOW. IIoHMMaHue mexa-
HU3MOB TIOBPEKACHNS MOAOIUTOB, IPOTPECCHPOBa-
Hust @CI'C BakHO HE TOIBKO IS PyHIAMEHTATBHBIX
WCCIIEZIOBaHUI, HO W JJIs MOBCEIHEBHOW KIIMHUYE-
ckoil mpaktuku. Ecnu paccmarpuBare TeKyliue Hc-
cienoBaHusi, mocesuieHHsle npodnemarunke OCI'C,
Ha TEPBBIA TUIAH BBIXOJAT PaOOThI, MOCBSIICHHBIC
CIOCOOHOCTH K BOCCTAHOBJICHHIO TIIOMEPYJISPHOTO
Oaprepa mocie moBpexaeHus. [lomonuTer mpeacTas-
JSIOT co00W TepMuHaNbHbBIE nTUddepeHInpOBaHHbIC
KJIETKH C OYeHb OrPaHMYEHHOH CIIOCOOHOCTBIO K
perenepauuu winu nponudepaunuu. [losromy mexa-
HU3M DETONYJISLIUN TOJOIUTOB TOCTIe MX TOBPEX-
JICHUsI TpecTaBisieT Oonbiioi uHTEpec. D. Appel
et al. (2009) 6pUTO BBICKA3aHO TPEIITOIOKEHUE, UTO
napueTanbHple druTennanbable kieTku (I19K), BeI-
crunarone boyMeHOBY KariCyily HWrparoT BaXKHYIO
pOJib B pereHepalyu MoJOUUTOB, MUTPUPYs B Odar
noBpexaeHus. [28]. Yuensimu nokazano, uro [19K u
MOJIOLUTHI TIPOUCXOMAT OT OOIIMX ME3CHXHUMAaJIbHBIX
MPEIIIeCTBEHHUKOB, a TakXKe IMPOJeMOHCTPHUPOBaHa
WX CIIOCOOHOCTH AKCIPECCHPOBATh MOJEKYJIBI TUIOT-
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HbIX KOHTakToB CD133 u CD24, spnsromuxcs Map-
KEpPaMH CTBOJIOBBIX KJIETOK M BIIHUSIOIIUX HE TOJBKO
Ha 0a3anbHyI0 MeMOpaHy KiTyOo4Ka, HO M 00ecTedn-
BAIOIIMX KaHAJBIEBYIO pereHepanuio [28, 29].
Takum 00pa3oM NMOHUMAHHUE CIIOKHBIX B3aHMO-
JICHCTBUI KJIETOK INIOMEPYJI, BKJIKOYAsl IHIO0TEIHAIIb-
HbIE KJIETKH, ME3aHTHAJIbHBIC KJIETKH U I1OJOLUTBHI,
MOTCHLIMAIBHO MO3BOJIUT LIEJICHANPABICHHO BOCCTA-
HaBJIMBATh INIOMEPYJISIPHBII TOMe0CTa3, MPEnATCTBYS
porpeccupyomemMy HegpocKieposy.
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Axanemuk FOpuii Bukroposuu Harounn poauscs
6 nexabpst 1932 roga B Xaprkose. B 1956 roxy oxon-
qu ¢ oTimIreM HoBocuOMpCKuil TocynapCTBEHHBIH
MEAWIIMHCKANA HHCTUTYT TI0 CIIEITUABHOCTH «JIeuel-
Hoe neno». Ha ero noknan Ha Beecoro3Hoii cTyneH-
YecKOM HayyHOH KOH(epeHIHH o0paTui BHUMAaHHUE
OIIMH W3 co3/aTelicid SBOJIOIMOHHOW (H3HOIOTHH
aKaJIeMHK, TeHEePaJI-TTOJIKOBHUK MEIUITUHCKOMN CITyK-
051 JI.A. OpOenn, KOTOPBIH MPHUTIACHIT €TO B TOJIBKO
YTO CO3MaHHBIM WHCTHTYT HBOJIOIMOHHOW (U3NO-
noruu u ouoxumun uM. .M. Ceuenosa AH CCCP.
[locne ycmemHoro MpoxXoXAEHUS AaclUpaHTyphl B
1960 romy OH 3aIIUTUI TUCCEPTAIMIO HA COUCKAHHE
Y4EeHOW CTereHW KaHAWuJara OMOJOTHYECKHX HayK
Ha TeMmy «CpaBHUTEIHHO-(DU3UOIOTHICCKHIE OCO-
OCHHOCTH CHCTEMBI THATYPOHHU/Ia3a — THATyPOHOBAs
KHCJIOTa B TIOYKaX Pa3jIMYHBIX KIACCOB IO3BOHOU-
HeIx». B 1964 rony 32-neTHuil ydeHblil BO3ITIaBUI
7a00paTOPHIO IBOMIOLUH BBIICIATENBHBIX (QYHKIUH
(c 1982 roma — naboparopust (GPU3UOJOTHKM TOYKH U
BOIHO-COJIEBOTO 0OMeHa), ¢ 1996 roma — TiIaBHBIH
Hay4yHbI COTpyIHUK HHCTUTyTa 3BONIOIMOHHON
¢uznonoruu u 6moxumun uM. M. M. Ceuenosa PAH.
B 1967 rony IOpuii BuktopoBud 3amurui auccepra-
LIMIO HA COUCKaHKE YUYEHOM CTeNeH! JOKTopa OHoo-
IHYECKUX HayK Ha TeMy « TpaHCIOpT BOJbI U HATPHS
B OCMOPETyIUpYIOIKX opranax». B 1972 rony emy
MIPUCBOEHO 3BaHWe mpodeccopa. 23 nexadbps 1987
rona — n30pan wieHoMm-koppecnonaenTom AH CCCP,
11 wurons 1992 roma — u3dpaH akamemukom PAH.
B 19962002 rr. — akagemMuk-cekpetapb OTaeneHus
¢usnonoruun PAH, B 2011-2017 rr. — opranusarop
U akameMuK-cekperapb OtaenieHus (pU3HNOIOTHH U

(dynnamenransHol MequiuHbl PAH (HbIHE — OTHE-
nenue guznonornueckux Hayk PAH).

Ocenbio 1994 ropa 10.B. Harounn npenioxui
rotoBuTh B CIIBI'Y Bpadeii mo crenuaibHOCTH «Jie-
qeOHOe JeNo», coueTast oOydueHue ¢ (GyHITaMeHTallb-
HOM MTOJITOTOBKOM IO TEOPETHUECKUM JHCIIATIIIIHAM,
Y NPUHSUI y4acTHE B KOHKYpCE IPOEKTOB TI0 €ro op-
raHy3alyy, CTaB B JaJlbHEHIIIEM OCHOBATEIeM U Tep-
BBIM JICKaHOM MeauIMHCKoro Qakynsrera CIIOIY.
HecmoTps Ha Hanmuuue K TOMY BPEMEHH TpeX Me-
TUITMTHCKUX By30B B JleHWHTpaze, QpaxynbTeT Oo4eHb
OBICTPO CTaJ HE TOIHKO MOMYISPHBIM, HO H TIPECTHK-
HBIM MECTOM TIOATOTOBKH Bpauek.

Axanemuk FO.B. Harounn — 6e3 npeyBennueHust
narpuapx oTe4yecTBeHHOH ¢u3zuonorun. OH BHeC He-
OIICHUMBIH BKJIAJ] B Pa3BUTHE SBOIIOIIMOHHOM, SKOJIO-
TUICCKOW M MOJICKYSIPHOH (DU3NOJIOTHH, (HHU3HOI0-
TUH BUCIIEPAITBHBIX CUCTEM, KOCMHYECKON OMOIOTHN
Y MEJIMIIMHBI, TPaBUTAIMOHHON (PU3UOJIOTHH, UCCIIe-
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JIOBaHUE (PYHKITMH MTOYEK U BOJHO-COJIEBOTO OOMEHa.
WM chopmynnpoBaHbl HPUHLIMIIEL IBOTIOUNN (YHK-
LU TIOYEK, yCTAHOBJICHBl MEXaHW3MbI aJalTalliu
BOJHO-COJIEBOI'O TOMEOCTa3a y KHBOTHBIX U YeJIOBE-
Ka K pa3IM4YHBIM YCIOBHSM BHEUIHEH CpEIIbl.

B 1963 rony Bemymmii cienuanuct B 001acTH Koc-
mugeckoit MeauuuHbl mpodeccop O.IN ['azenko obpa-
twiicst K FO.B. Hatounny B oTHOIIEHNH TTPOOIEMBI C
BOJHO-COJICBBIM OOMEHOM Yy KOCMOHABTOB. YKe ue-
pe3 roJ MHTEHCHBHBIX HCCIEJOBAaHHUN y J1aboparop-
HBIX JKUBOTHBIX UM ObLIa CO37aHa HOBasi KOHIECTILINS,
a B 1965 rogy onyOnukoBaHa niepBasi B MEpE Hay4yHast
CTaThsl O pe3yJbTaTax 00CIe10BaHuUs BOAHO-COIEBOTO
oOmeHa y kocmoHaBToB (B.M. Komapog, K.I1. ®eok-
tuctoB U b.b. Eropos). B 1972 rony Oblia co3mnana
COBETCKO-aMepuKaHcKasl pabodas rpymnma 1no KOCMu-
yeckoi Ouosyoruu u meauirae ¢ yaactuem HO.B. Ha-
tourHa. [locne cHATUs rpuda CEKPETHOCTH ¢ PadoT
1998 1. 6p11a m3mana kaura Carolyn S. Leach Huntoon,
A.IL Grigoriev, Yu.V. Natochin «Fluid and electrolyte
regulation in spaceflight» («BomHo-coneBoit oOMeH B
KOCMHUYECKOM mosere»). Ha ocHoBaHMuM pe3yasTaros
3TUX paboT, ObUTH pa3padOTaHbl CIOCOOBI 3aAIIUTHI
OT HEOJIArONPHUATHOTO BIMSHHUS MUKPOTPaBUTAIUH,
KOTOpbIE NPUMEHSIOT B IUJIOTHPYEMbIX IIOJETax U
B Hactosiuiee Bpems. B 1991 rogy }O.B. Harouun
ObLT M30paH akageMukoM International Academy of
Astronautics, ygoctoeH npemuu llpaButenbcTBa B
obnactu Hayku, B 2010 rogy ®enepanus KoCMOHaB-
tukn P® npucsousia eMy 3BaHue «BerepaH kocMmo-
HaBTUKW».

B navaine 1960-x ronos 0.B. HatounH BbImoTHMIT
HCCIEeNOBaHUs, NOCBsIeHHbIE poi HTAM® B mexa-
HU3MeE JICHCTBUS aHTUANYPETUIECKOTO TOPMOHA H €0
ponu B perynsauuu QyHKUUH movek y yenoseka. Mm
PaCKpBITBI MOJICKYJSIPHBIE MEXaHU3Mbl MOJYJISLIUH
(YHKIUH KJIETOK OCMOPETYJIUPYIOLUIUX OPraHoOB, YTO
JISKUT B OCHOBE TOUHOH PEryJsIIMU BOJHO-COJIEBOTO
oOmeHa. B vacTHOCTH, OBIIO MOKa3aHO, 4TO, HAps-
Iy C HEPBHOHM CHCTEMOW M SHAOKPUHHBIMH >Kelle3a-
MH, B PETyJSLIMU TOCTOSHCTBA BHYTPEHHEW Cpebl
OpraHh3Ma y4acTBYIOT ayTaKOMJbl. DTO ITO3BOJIHIO
c(hopMyIHPOBaTh IIOJIOKEHUE O TOM, YTO UHTErpaLysl
(hyHKIIMIT 0OecTieunBaeTCsa He ABYMsI, @ YETHIPbMS pe-
TYJISTOPHBIMU CUCTEMaMH — HEPBHOM, SHIOKPUHHOM,
AyTOKOMITHOH M (PU3UKO-XUMHYECKUMH YCIOBUSIMH
BHEKJIETOYHON BHYTPEHHEW cpesibl opraHu3Ma. beuio
BBISICHCHO 3HAYCHUE ayTOKOWIOB TPU HEKOTOPBIX
(opMax NaToJOrMM IOYEK y UeJIOBEKa U IOKa3aHa
BO3MO)KHOCTb BOCCTAHOBJIEHUSI (DYHKLUIO IIPU HOP-
MaJIM3aliy MPOAYKLUUH ayTOKOMAOB, OOOCHOBAHO
BbIJICJIEHHE 3TUX 3a00J€BaHUI B TPYIIY ayTOKOU-
71030B. MccienoBaHus BOAHO-COJIEBOTO T'OMEOCTa3a
1 QYHKIMH TIOYKH y MPEJCTaBUTENCH BCEX KIacCoB
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MTO3BOHOYHBIX IMO3BOJIWIN MPENCTABUTH MOJPOOHYIO
KapTHHY OCOOCHHOCTEH alanTaliy )KHBOTHBIX K Cpe-
JlaM C pa3HON CONEHOCTHI0. bt chopMymTupoBaHbI
TIPUHIIUIIBI YBOJTIONUY (DYHKITMH HA KaXKIOM U3 YPOB-
HEel OpraHu3aluy XKUBOTHBIX — KJIETOYHOM, OpTaH-
HOM, (PU3MOTIOTHYECKUX CHCTEM.

B 60-70-¢ rogsr mon pykoBoacTeoM FO.B. Haro-
YuHa OBLIM BBITIOJHEHBI MCCIENOBAHHUA B KIMHHKE,
MO3BOJIMBIIINE PEANTM30BaTh MPUKIIAJHbBIC 3a7a4H 110
HOpPMaJIM3allii BOIHO-COJIEBOTO OOMEHA TpH Jieue-
HUM psja 3abosneBanuii. Panee ObUTM M3BECTHBI J[Ba
TUTIA OCMOTHYECKOW PEryNsluf Yy TO3BOHOUHBIX —
TUTIOOCMOTHYECKass U TUIepocMoTHYecKad. FOpuem
BuxTopoBudem OBLT ONMHMCAaH HOBBIM THIT OCMOpPETY-
JSIUH — U300CMOTHYECKAsT PETYISINS Y PBIO, BBISB-
JIeHbI ee (PU3HOJIOTHYECKUE MEXaHU3MBbI, OXapakTe-
pH30BaH BOJHO-COJIEBOH TOMEOCTa3 pbIO; MOKAa3aHO
CYIIECTBOBAaHUE B OpraHU3ME MMO3BOHOYHBIX CHCTEM
PETYISIUK JUTS Ka)JIOTO U3 OCHOBHBIX MOHOB KH/I-
KOCTEW BHYTpPEHHEW cpejibl pPeleniuuu s OTAE/b-
HBIX HOHOB, CIIOCOOKI TIepeiady CUTHAJA K TIOYKE IS
U3MEHEeHMs ee (YHKIUW TI0 TPAHCAMUTEIUATEHOMY
TpaHcnopty. OmnucaHbl HaTpUN-3aBUCUMBIA Mexa-
HU3M CEKpELUH HOHOB MAarHus, XJIOP-3aBUCHMBII
MEXaHHU3M CEKpEIMH CYJb(PaToB B KIeTKaX HePpPOHa.

10.B. HarounnbiM pa3paboTaHa KOHIICTIIIHS KITH-
peHca Oe3HaTpHEeBO BOABI M CO3JaHBl OPUTHHAIb-
HBIC TIPEJICTABJIICHUS O THIIAX JAUYpe3a; yCTaHOBIICHA
crocoOHOCTh (pypoceMuia BHI3BIBATH THIIEPIIOISIPH-
3allUI0 JMUTENHs OJIOKMPOBAaHHEM AHHOHHOW Mpo-
BOJIMMOCTH, pa3paboTaHa KiacCU(pHKAILUS TUYPETH-
KOB, OCHOBAaHHAasl Ha MeXaHM3MaX WX MEeMOpPaHHBIX
spdexToB. B mmazmarnyeckux MemOpaHax KIETOK
OCMOPETYJIHPYIOLIET0 STHUTENINS MOKAa3aHO Y4acTHe
V2-peuentTopoB Kak TPUITEPOB yBEIHMUCHHS MPOHU-
HAeMOCTH Il BOABI, a V1-pernentopoB Kak MOAy-
TATOpOB 3TOTO 3PdekTa. JJokazano, 9To ONUH U TOT
’Ke€ TOPMOH (Ba30IPECCHH) Oiaromapsi HaATMIHIO He-
CKOJIBKUX PElENTOPOB OKa3hIBAeT pa3Hble APPEKTHI
B OZIHOM U TOH K€ KJIETKE, YCTaHOBJICHBI MOJICKYJISP-
HbIE MEXaHU3MBI PETYIISLUHU STHX MPOLECCOB.

10.B. HarouumnbsIM mpemyiokeH U TPUMEHEH B
KIMHUAKE CII0COO HOpMaHM3alud OCMOTHUYECKOTO
JTABJICHUSI KPOBU TIPH HIIEMHYECKOM HHCYJIBTE, I10-
3BOJIMBIIMN CHU3UTH JIETAILHOCTD MTOYTH BIBOE, Pe3-
KO YMEHBIIHUTh YHCII0 ocloxHerui (1998 1.); cmocob
JIeYCHUS] HOYHOTO dHYype3a y AeTeil, OCHOBaHHBII Ha
6rmokaze cuaTe3a npocrarmagaunHoB (2000 r).

B paborax 2003-2008 rr. }O.B. Harouun o6ocHo-
BaJl HOBbIE MPEJICTABICHHUA O POJH IMOYeK B (PU3UO-
JIOTUH TIHIIEBApEHUs, MOKa3aB, YTO OEJNKH W IeNTH-
Il MOTYT BCAChIBaThCsl B KPOBb 0€3 PacCIICIUICHHS
B JKEIIyIOYHO-KUILIEYHOM TpPaKTe, JOCTHraTh MOYEK,
3aTeM 4y)KepOJHble OCNKHU T'HIPOIU3YIOTCS B HHX H
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00pa30BaBIINECST AMHHOKHCIOTHI UCTIONB3YIOTCS IS
HYKI OpraHu3Ma.

B 2005 roxay B oTnmuume OT OOMIENPUHSATON KOH-
LMK BO3HUKHOBEeHHMs ku3HU B Mope HO.B. Haro-
YUH BBICKA3aJl W apryMEHTHUpPOBaJ HOBYIO THIIOTE3Y,
COITIaCHO KOTOPOW Cpeoll BO3HUKHOBEHHMS IPOTO-
KJIETOK OBUTH BOIOEMBI C MPeodialaHneM HOHOB Ka-
TS, @ He MOpCKas Bola ¢ JOMHHUPOBaHHEM HOHOB
HaTpus. AjanTamnus K cpejie ¢ JOMHHUPOBaHUEM Ha-
TpHsl B XOJI€ JaJdbHEHIIEH IBOJIOIUK CTajla CTUMY-
JIOM BO3HUKHOBEHHS IUIA3MaTUYECKOH MeMOpaHbI,
G epeHITMPOBKH KIIETOK, BOSHUKHOBEHUS KJIETOK
OCMOPETYIHPYIOIIUX OpraHoB. B pesymbrare ecrte-
CTBEHHOTO O0TOOpPa y TIPOTOKJIETKH BO3HUKJIA HACTOS-
mias MeMOpaHa ¢ MeXaHU3MaMHU YJIaJIeHUs HATPUs U3
KIISTKHU ¥ yAepKaHus Kanus. Takum o0pa3om, MosiBH-
Jach repBasi KJIeTKa, a 3aTeM U MHOTOKJIETOUYHbIE Op-
TaHU3MBI.

10.B. Harounn npeacrasmsut Hamry ctpany B Ko-
MHUCCUHM TIO (DU3HOJIIOTUH TIOYeK MeXayHapOIHOTO
coro3a (hM3HOIIOTUYECKUX HAyK, KOTOpOH ObLIa pas-
paborana CraHiapTHass HOMEHKIATypa CTPYKTYp
[IOYKH, CTaBIlas OCHOBOM JJIsi HAYYHBIX HCCIel0Ba-
HUH BO BCeX cTpaHax mupa. Ero maeu nenim B 0OCHO-
By YHUKAJIbHON CHCTEMBI KOMILIEKCHOTO (BYHKIIHO-
HanmpHOTO OOcienoBanms (KDO) modyek B KIMHUKE,
peanuzoanHoit B IlepBom Cankr-IleTepOyprckom
rOCYIapCTBEHHOM MEIUIIMHCKOM YHHBEPCHUTETE WM.
akaa. W.II. IlaBioBa, CylIECTBEHHO MOBBIIIAOIIECH
Ka4eCTBO JIMarHOCTHKU HePpomnaTuii.

Coznannas u Bo3mmasnsemas 1O.B. HarounmHbim
IIKOJTA 10 (PU3UOIOTHH MTOYKH U BOAHO-COJIEBOTO 00-
MeHa otHeceHa CoBetom mo rpantam llpe3maenra
P® x Benymum HayunsiM 1KkonaM Poccun — noa ero
PYKOBOJCTBOM HOATOTOBIIEHBI 13 HOKTOpOB M Oonee
40 xaHauAaToB HAayK. B Hay4HOIl IIKoJie BBIPOCIH
akanemukn PAH, pykoBOAMTEIM MHCTUTYTOB W Ka-
(denp Hameii cTpansl, a Takke bonrapuw, Benrpuw,
Tamxukucrana, Typkmennu. OH omyOnukoBai Oosee
650 HayuyHbIX padoT, aBTop 11 MoHorpadwuii, coaBTop
4 y4eOHHMKOB JJIsl BY30B, OOPMHUI Psii TIATEHTOB H
ABTOPCKHX CBHUJIETENBCTB.

IOpwmiit BUKTOpOBHY aKTUBHO y4acTBYyeT B pabo-
T€ peJIKOJUIeTni — MIaBHBIN penakTop «Poccuiickoro
¢uznonornyeckoro xyprana uM. 1.M. CeueHonay,
WIEH PEIKOJUIETHH U PEJCOBETOB JKYpHAJIOB «YCIIe-
x# (puznonormyeckux Hayk», «KypHan sBomrouu-
OHHOI Owoxumuu u uszuonoruu (1968—1993 rr.),
«Hedponorus», «cTopnko-O0HOIOTHYECKIE HCCTIe-
noBaHus», «Renal Failure» (CILA); «Knuaudeckas

Hedpomorus», «The World Health & Medical Policy
Journal» (CIIIA), «BecTHHK MOJOIBIX YUYEHBIX)
(cepust «Haykn o xm3am»), «Kidney International»
(CHIA, 1991-1997 1r.), «Comparative Physiology
and Biochemistry» (CIIIA), «General physiology
and biophysics» (1972-1990 rr.), «Bectauk PAH»,
«Ycrexu  (PU3NOIOTHUSCKUX Hayk», «Moekyrsp-
Has menuiuHay, «World Medical & Health Policy»
(CIOA), «Ilennatpy.

10.B. Harounn ygoctoeH MHOXKECTBa Harpaj u
no4yeTHbIX 3BaHuit. OH u30paH [loyeTHbIM IpOdecco-
pom CIIOI'Y, IloyeTHpiM mOoKTOpOM HarmoHambHOTO
MeJIMKOo-Xupypruueckoro 1iearpa um. H.W. Tluporo-
Ba, [louetHbiM JOKTOpOM MHCTHTYTa 3KCIIEpUMEH-
TalbHOU MeauuuHebl, [loueTHpIM fOKTOpOM BoenHo-
MeauiHckon akaaemun uMm. C.M. Kuposa, akagemu-
koM EBporeiickoil akaiemMuu, akaaeMukoM Mexay-
HApOJIHOM acTPOHABTHUUECKOM aKaJieMUH, MOYETHBIM
yieHoM Benrepckoro ¢gusmonormueckoro oomecTna,
noyeTHbIM wieHoM Cankr-llerepOyprckoro oOrie-
CTBa €CTECTBOMCITBITATEICH.

Harpaxnen opaenom «3nHak Iloueray, oprenamu
«3a 3aciyru nepen OreuectBom» 1V u 11l crenenei,
Menaneio «Berepan Tpyaa» u np. [IBaxael jgaypear
npemun IIpaButenscrea P®. Vnocrtoen IlouerHoit
rpamothl IIpe3unenra P®. Harpaxien npemuei
«Tpuymd», 30motoit menanbio um U. I1. ITapmosa PAH,
npemueid uMm. JILA. Opbemu [pesnagnyma AH CCCP.
OtMmeuen mepanpio uM. akanemuka C.I1. Koponesa,
Menanbio Beecoro3noro ¢uznonorndeckoro ooiie-
crea mM. M.I1. [1aBnoBa, memansio um. A.I. Kuoppe,
npemueit «3a 3acmyru nepen Caakt-IletepOyprom»,
npemueil um. W.I1. [Tapnosa [IpaBurtensctBa CaHKT-
[lerepOypra u Canxr-IlerepOyprckoro Hay4HOTO
uentpa PAH. Harpaxnen 3010T0H, cepeOpsHO,
O6ponzoBoit menmanmsmu BJIHX. YmocroeH 3omotoit
Menamm uM. 5. [lypkuabe «3a BEIIAIOIIHICS BKIA B
pasBUTHE OMOJIOTUN M METUITMHED (UexocmoBakus),
menamu uM. C. Pau (Benrpus).

Penaknus xypnana «Hedponorus» cepaedro mo-
3apasiseT KOpus BuktopoBruya co 3HaMeHaTeabHON
JIaToM, JKkenaeT eMy 100poro 3710pOBbs, HOBBIX TBOP-
YECKUX MPOEKTOB M CHJI IS UX peann3anun!

Crarbs nocrynuia B pefaxkuuto 10.12.2022;
onobpena nociie perensuposanust 10.01.2023;
npuHATa K MyOmikanym 27.01.2023

The article was submitted 10.12.2022;
approved after reviewing 10.01.2023;
accepted for publication 27.01.2023
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MPABVIA 114 ABTOPOB

I'my6okoyBaxaembie aBropsl! C 2022 roma B cBs3u ¢ nosieiieHueM ['OCTa P 7.0.7-2021 B [IpaBuna 11 aBTOpoB
BHECeHBI sy m3MeHeHuid. [lepen 3arpyskoit aiinos crarey Ha caiT xypHana «Hedponorus» npocum Bac
BHUMATEJILHO C HUMH O3HAKOMHUTHCS. PaboThI, 0hopMIIeHHBIC HE B COOTBETCTBHH C YKa3aHHBIMH MPABHIIAMH,
paccmarpuBaTbcs HE OymyT.

Jns ynobera Baimeit paboThl Ha Haiiem caiite pas-
MEILEHBbl psA [Ia0JOHOB, HCIOJIb30BaHUE KOTOPBIX CY-
LIECTBEHHO YNPOCTUT IOATOTOBKY PYKOIIMCH COINIACHO
IIpaBunam.

Kypuan «Hedpomnorus» myOIuKyeT cTaTby 10 aKTy-
QJIBHBIM BOIIPOCAM KJIIMHMYECKOHM M 9KCIIEPUMEHTAIbHOM
He(PPOJIOTHH 1 CMEKHBIX 00NIacTeil.

Crarpu MOTYT OBITH MPEJCTABIEHBI B OHOM U3 CJe-
JYIOLIHX Pa3eloB:

* [Iepe/IOBbIC

* 0030pBI U JICKIUH;

* OpUIMHAJIbHBbIC (KIMHUYECKHE WM 3KCHEepUMEH-
TalbHBIC HUCCIICTOBAHNA);

* HaOJIO/ICHUS U3 MTPAKTHKH;

* METOIMUYECKUE COOOLICHUS;

* JINCKYCCHS;

* MaTepHuaIbl IS OCIeTUIITIOMHOTO 0Opa30BaHHUs 110
Hedpoorum;

* uHpopManus (OpUIHATBEHBIC JOKYMEHTHI, pEIlCH-
3HH, THChMa B PEAAKLHUIO, COOOIIEHH O TUIAaHAX MPOBe-
JeHUs KOH(pEepeHINH, CUMIIO3MYMOB, Che37I0B 110 Hedpo-
noruu B Poccun u 3a pyOexoMm, OTYETH O HUX, aHHOTa-
LMY HOBBIX KHUT MO0 HE(POJIOTUH U T.11.);

* r00uIEN;

* pekiiama.

Bce crathu, noctynaroiue B Penakifito, mpoBepsroT-
csi cucreMoit «AnTmraruar» (https://www.antiplagiat.
ru/), peleH3uPYIOTCs IByMsI dKCIIEPTaMu, 00CYKIat0TCs
Ha 3acenanusx Penkomterun. [TonpoOuee undopmarus o
TIOJIUTHKE JKypHaJIa pa3MmelieHa Ha caite https://journal.
nephrolog.ru/ B pazzaene «O xxypHaie».

Hanpagnsist crarbio B )KypHall, aBTOPBI FapaHTUPYIOT,
YTO OHA He NPEJCTaBIIeHa Ul PaCCMOTPEHHs K IyOnKa-
UK B JIPYTOM XXypHaJe U He OblIa paHee OImyOIMKOBaHA
MOJIHOCTBIO WIJIHM TIO YacTsiM, B JIIO00H (opme, B JItoOOM
MECTE WM Ha JII0OOM SI3bIKE.

K crarbe H0mMKHO OBITH NPWIOKEHO OPHUIMATEHOES
HalpapJeHUE yUPEKICHHs, B KOTOPOM BBINOIHEHA pado-
Ta (0Opa3el conpoBOIUTEIbHOrO nucbMa). Ilepsas crpa-
HHUIIA CTaThH JOJDKHBI OBITh 3aBepeHa repOOBOI MeYaThio
yupexaenus. Ha mocnenneit cTpanuiie CTaTbi TOIKHBI
ObITh moanucu Bcex aBTOpoB. CTaBsl CBOIO IMOIIKCH,
KaXIIplii aBTOp TEM CaMbIM IEPEIacT CBOM aBTOPCKUE
mpaBa xxypHaiy «Hedpomorusy».

CkaHbl yKa3aHHBIX JOKYMEHTOB JOJDKHBI OBITH paz-
MEIIeHbI Ha caiite xypHana «Hedponorus» omgHoBpe-
MeHHO ¢ pykonuchkio (B ¢popmare PDF umm JPEG; cm.
OO6ume npaBuia). OpuruHagbl — HaNpaBlIeHbl MTOYTON
WJIM TIEPEaHbl IMIHO (€CIIH MPUMEHNMO).

O0une mpaBuJja. Pykomnuce gomkHA OBITH 3arpy-
JKEHa Ha CalT M3 JMYHOro KaOMHeTa OAHOIO U3 aBTOPOB
(caéT https://journal.nephrolog.ru/ — O xypHane —
[Ipuem crareit — OtnpaBka crareil nwim [maBHas crpa-
Huna, OTOPaBUTh CTATHIO).

Bce KOMIIOHEHTBI CTaThl (TEKCT, TaOIUIIBI, PUCYHKH,
¢dororpadun) gomxusl 6biTe B OJHOM daiine B popma-
te doc unmmn docx. ITeuars mpudTom Times New Roman

12 kernist yepes 2 WHTEpBala ¢ MOJSIMU B 2,5 cM 110 00e
cTopoHbl Tekcra. OtnenbHbIMU (aitnamu (B Qopmare
PDF wunmu JPEG) 3arpyxarorcs opumuaasHOe Hampaie-
HUE YYPEKICHUS, TIepBasi CTPaHUIA CTaThH, 3aBEpCHHAs
repOOBOI MeyaThl0 YYPEKACHUS, a TakkKe MOCIeHHsAsA
CTpaHMLA C IOAIUCHIO BCEX aBTOPOB.

Pykonuch cTaTbu J0/KHA BKIIOYATH: |) TUTYIBHBIN
mmcT; 2) pedepar; 3) kioueBbie clioBa; 4) OnaronapHOCTH
(ecm mpuMeHNMO); 5) pUHAHCHPOBAHUE (€CITU PUMEHH-
MO); 6) cBezieHHs 00 aBTOpax; 7) TEKCT CTAaThu; 8) TAOIHIIBI;
9) wmoctpanuy; 10) cimcok uctouHukoB; 11) cBeaeHus o
KOH(JIMKTE MHTEpecoB; 12) BKia aBTOPOB.

TUTYJbHBIH JHUCT H0JI2KEH COAEPKATH HA PYCCKOM
U AHIIMHCKOM SI3BIKAX:

1) uanumans ¥ hpaMUIMK aBTOPOB, aJipeca EKTPOH-
HbIX 10T aBTOpoB, ORCID kaxxmoro aBTopa; 2) Ha3Ba-
HUE CTaThH, KOTOPOE JOJDKHO ObITh MH()OPMATUBHBIM U
JOCTaTOYHO KPaTKUM; 3) IIOJHOE Ha3BaHUE YUPEKICHUS,
e paboTaeT KaKIbI U3 aBTOPOB, TOPOJ, CTpaHa. Al-
OpeBuarypsl, Hanpumep, HUU, CIIGIMY u 1.1., HEno-
nycTuMbl. Eciin aBTOpOB HECKONBKO M pabOTalOT OHHU
B Pa3HBIX YUPEKICHHSAX, TO IPUBOIUTCS CIIHCOK ITHX
yupexaeHuid ¢ MU(POBBIMU CCHIIKAMU HPUHAICKHO-
CTH aBTOPOB K OIPEAEICHHOMY YUpexkIeHHI0; 4) aBTop,
OTBETCTBEHHBII 3a TMEPENUCKY TTOMEYACTCs 3BE3/I0YKOM.
IIpu orcyrcrBun koga ORCID* ero HeoOxoaumo moimy-
YUTh, 3aPETUCTPUPOBABIIKCH Ha caiite https://orcid.org/.

La6non odopMIIeHHS THTYIIEHOTO JIKCTA.

Pedepar opurnHanbHOM CTaThU JOJIKEH OBITH CTPYK-
TYPUPOBAHHBIM U BKJIIOUATh [STh 0053aTeIbHBIX PyOpHUK:
a) BBeZICHNE; 0) 11e/Ibh MCCIICAOBAHNS; B) TAIIUCHTHI M ME-
TOABI (MaTepuabl ¥ METOIBI — IJIS1 SKCIIEPHUMEHTAIbHBIX
pabor); r) pe3ynbrarsl; 1) 3aKinodenne. Pedepar nomken
ObITh MH(OPMATHBHBIM, COOTBETCTBOBATh COJCPIKAHUIO
CTaThU U COCTaBIATH 10 00bEMY 200250 cnos. [Tocine
pedepara moMelarTcs «KIK4YeBble cioBa» (0T 3 10
10 cmoB), cOCOOCTBYIONINE HHICKCHPOBAHHUIO CTATHU
B MH(POPMAIIMOHHO-TIOUCKOBBIX CcHCTeMaX. Pedepars
0030pOB, JEKUMH M JAp. MaTepualoB COCTABISAIOTCA B
npou3BosibHON (opme. OObeM pedepara TpexHUA —
200-250 cioB. U pedepart, 1 KitoueBbie CIIOBa MPEACTaB-
JSIFOTCS HAa PYCCKOM U aHIVIMHACKOM S3bIKaX.

Janee ykaspiBatorcsi biaarogapHoctu U (puHAHCHPO-
BaHHE, €CIIH IPUMEHUMO.

BaaropapnocTu: aBrop (aBTOPbI) MOIYT BBIPAa3UTh
MPU3HATEIEHOCTD 32 HAYYHYIO UITH TEXHHYECKYIO TOMOIIh
B CO3JJaHUH CTaTbH; MOOIaroAapuTh 3a MPEeI0CTaBICHHYIO
MaTepHuaibHyl0 NOLAEPXKKY. B 3TOM pasnene MoryT ObITh
Ha3BaHbl JIMIA, BHECIINE HHTEJUICKTYalbHBIA BKJIaJ B
HalMCcaHUe CTaThH (C YKa3aHHUEM HX POJIU WIH XapakTe-
pa BKJ1aJa), KOTOPbIH, OfHAKO, He ObLI JOCTaTOYHBIM JUIs
BKJIFOUCHHS MIX B YUCIIO aBTOPOB. XapaKTEPUCTHKA MOKET
OBITh, HATIPUMEP, CIICIYIOUICH: «HAYYHBIH KOHCYIBTAHTY,
«PELEH3UPOBaHKUE MIPOEKTa HCCIIENOBAHUA), «ydyacTHe B
cOope JIaHHBIX» WU «ydYacTHe B KIMHHYECKOM HCCIIeNO-
BaHWM». Takue muna JOJHKHBI 1aTh MUCBMEHHOE COoTlacue
Ha OOHAapOJOBaHHE CBOMX MMEH. ABTOPBI HECYT OTBET-
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CTBEHHOCTb 32 €ro IMOJy4eHHe, TaK KaK YUTaTeJId MOTYT
c/1enaTh 3aKI0YeHIE 00 0T00PEHIH STHMH JTIOABMU TPEe/I-
CTaBJICHHBIX JaHHBIX WM BBIBOJOB CTaThH.

DuHAHCHPOBAHMeE: 3/1€Ch MOXKHO PACKpHITh (prHAH-
COBBIC OTHOIIICHHS, KOTOPbIE MOTYT IOBIIEYb 3a COOOM
«KOH(MIMUKT HHTEpecoB» (cM. « KOH(IHUKT HHTEpECOBY).

[Ta6non odopmienust pedepara 2021.

CaenieHust 00 aBTOpax CTaTbU Ha PYCCKOM U aHDIUI-
CKOM sI3bIKax: ()aMuIIusi, UMsi, OTYECTBO (TIOJTHOCTBIO), yUe-
Has CTENeHb/3BaHue, TIOIHbIA MOYTOBBIHN afpec yupexae-
HUS, HAa3BaHHUE YUPESKICHHS, OIPa3/ICICHHE, TODKHOCTB,
TenedoH, ajapec 3ekTpoHHOI noutsl, ORCID*.

IIpumep opopmiaeHus cBegeHuii 00 0OJHOM U3 aB-
TOPOB:

Ipod. Kporo Muxaun IlerpoBuu, a-p Mea. HayK

197022, Poccust, Cankr-IlerepOypr, yi. JI. Toncro-
ro, 1. 17, xkopn. 54. Ilepssrit Cankr-IleTepOyprekuii To-
CYIapCTBEHHBI MEIMIMHCKAN YHHBEPCHUTET UM. aKas.
WL.IT. TTaBnoBa, xadenpa nporegaeBTUKH BHYTPEHHUX 00-
ne3ned. 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-
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TekcT OPUTHHAIBHON CTATBH I0JIKEH HMETh CJIe-
AYWINYI0 CTPYKTYPY: BBEICHUE, MAIIMEHTHl U METOIbI
(MaTepuanbl U METOABI — VIS SKCIIEPUMEHTAIBHBIX pa-
00T), pe3yasraTsl, 00cy)aeHue, 3akimoueHne. Oobean-
HeHHe pyOpHK HemomycTumo! (Hampumep, «PesymsraTel
u obcyxaenune») [1ogoOHbIe CTaThi HE PacCMaTPUBAIOT-
CSl M HE PELCH3UPYIOTCA.

PyGpukanus 0030poB, JIEKLUi, AUCKYCCUOHHBIX CTa-
TeH, HAOIOICHUH U3 TPAKTUKH, METOIMICCKUX COOOIIIe-
HUI MOXXET OBITh IPOM3BOJIBHOM.

Bgenenue. B HeM kpaTko OCBeIaeTCsi COCTOSIHUE BO-
npoca Co CChUIKaMH Ha Hambolee 3HaYMMbIe MyOIHKa-
M, Gopmynupyercss HeoOXOAUMOCTh IIPOBEACHUS HC-
CJICIOBAHUS U €T0 1IETIb.

I[MauueHTHI U METOABI (MAaTepUAT U METOABI — JJIs
JKCIePpUMEHTAIbHBIX PpadoT). [lpuBonarcs konuye-
CTBCHHBIC W KaueCTBEHHbIC XapaKTEPUCTUKU OOJBHBIX
WIN JPYTUX OOBEKTOB MCCIEAOBaHMUS (3M0POBBIC JIIONH,
9KCIIEPUMEHTAJIbHbIE JKUBOTHBIE, IaTOJIOrOAHATOMM-
YEeCKH MaTepuai M T.J.). YIIOMHHAKOTCS BCE METOIbI
UCCIIeJOBAaHUN, TPUMEHSBIIMECS B padOTe, BKIIOYas
METOJIbl CTATUCTUYECKON 00paboTku naHHbIX. [Ipu yno-
MUHAHWH allapaTypbl H HOBBIX JIEKapPCTB B CKOOKax He-
00XOIMMO yKa3aTh IPOU3BOJUTENS U CTPaHYy.

[Haercs monpoOHOe omucaHHWE CTAaTHCTHYECKUX Me-
TOJIOB HCCIICIOBAHUS: HA3BaHHE IaKeTa NPUKITAIHBIX
CTaTUCTUYECKUX MpOrpaMM (CTpaHa-IPOU3BOAUTEI,
KOMIIaHUs); B KAKOM BHJE MPEACTaBICHbI LIEHTPAIbHbIE
TEHJICHIIMU B 3aBHCUMOCTH OT BHJIa paclpeelicHUs
MoKazaTesell; KaKue HMCIOIb30BaHbl KPUTEPUH MPU HC-
MOJIb30BAHUU KOJIMYECTBEHHBIX W KaYE€CTBEHHBIX MOKa-
3areneil; Kakue KPUTEPHH HCIOJIb30BAHBI JUIS OICHKU
CHJTBI B3aIMOCBSI3H MKy MTOKa3aTeISIMU; KaKHe MHOTO-
MEpHBIE METOJbl UCCIEJOBAHHS MPUMEHSIN; KpUTEpUil
OTKJIOHCHHS HYJICBOM CTATHCTUYCCKON THITOTE3bI.
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Pesynbrarel. Crienyer NpencTaBisATh MX B JIOTH-
YECKOH IOCIIeIOBAaTEeIbHOCTH B TEKCTE, Tabnumax M Ha
pucyHKax. B TekcTte He cienyeT MoBTOPSATH BCE JIaHHBIE
13 TaOIULl ¥ PUCYHKOB, HaJ0 YIOMUHATH TOJBKO Hau-
Oosiee BaxkHble U3 HUX. B pucyHkax He cienyeTr nyOmnu-
poBaTh JaHHBIC, IPUBEJCHHBIC B TabiaHuLax. BennunHbl
U3MEpPEHUH JOJIKHBI COOTBETCTBOBaTh MexIyHapoIHOM
cucreme exuuuI] (CH), 3a HUCKIIFOUYCHUEM ITOKa3aTeNeH,
TPaJULMOHHO U3MEPSEMbIX B IPYTUX eAuHULAX. Pucyn-
K{ 1 TaOJIHULIBI Pa3MEIIAlOTCs B TEKCTE CTaThH B MECTE MX
MEPBOTO YIOMUHAHUSI.

Obcy:xnenue. CrenyeT BBIICIUTh HOBBIE U BaJKHBIC
ACIIEeKThl Pe3yJbTaTOB HMCCIECAOBAaHUSA U MO BO3MOXKHO-
CTH COIOCTABIISITh UX C JIUTEPaTypHbIMU JaHHbIMH. He
CJeIyeT MOBTOPSITH CBEJIEHUs, YK€ NPHUBOAMUBIINECS B
pasnene «Bpenenue», 1 moapoOHbIe JaHHbIE U3 pa3zaeia
«Pesynbraren.

3akiI0ueHHe JI0JKHO KpaTko CyMMHpPOBAaTh OCHOB-
Hble UTOrH paboThl. B 3TOT paszgen MOXKHO BKIIOYHUTH
000CHOBAaHHbBIE PEKOMEHIALUH.

Lla6non odopmiieHHS TEKCTa OPUTHHAIBHOM CTATHH.

OO0beM OpUTHHATIBHOM CTaThH, Kak MPaBUIIO, HE J10J1-
KeH TpeBbImarh 10—15 MaIMHOMKMCHBIX CTPaHUII, KpaT-
KHX COOOIICHWI U 3aMETOK U3 MIPAKTUKH — 6—8 CTpaHHL,
nekuit 1 0030poB — 20-25 cTpaHuIl.

Pemaknms ocrasisier 3a coOOH MpaBO COKpamarh U
PEeIaKTHPOBATh CTATbU, HE H3MEHSISI UX CMBICTIA.

K nmy6nukanuuu B xKypHaje NPUHAMAIOTCS OPUTHHAIb-
HBIC CTaTbW, BBHIMIOJHEHHBIE HA COBPEMEHHOM METOJH-
YEeCKOM M METOIOJIOTUYECKOM YPOBHE, C COOIIOICHHEM
«OTHYECKUX TPHUHIMIOB MPOBEICHUS HAy4YHBIX MEAU-
LMHCKHX MCCIICIOBAHUH C yJacTHEM YeJIOBEKa» U B COOT-
BercTBUU ¢ «[IpaBuiamu KnrHUYECKo# npakTuku B Poc-
cuiickoii dexepanuny, Bce YIOMAHYTbIe B paboTe Jronu
JIOJDKHBI J1aTh MH()OPMHUPOBAHHOE COTIACHE HA Y4acTHe
B uccienoBanuy. HayuHo-mccnenoBaTebCKiue MpOEKThI,
TpeOyIoLIHe UCIIOIB30BaHMU SKCIIEPUMEHTAIbHBIX KHUBOT-
HBIX, JIOJDKHBI BBITIOTHSTHCS C COOIOZICHUEM PHHIIUTIOB
T'YMaHHOCTH, M3JIOKEHHBIX B JUpekTruBax EBporeiickoro
coodmiectsa (86/609/EEC) u XenbCHHKCKO JISKIIapaIii,
B cooTBercTBUM ¢ «IIpaBuiamu npoBeneHus padboT c uc-
TMOJTb30BaHUEM HKCIICPHUMEHTAIIBHBIX JKHBOTHBIXY.

Bce MenukaMeHTBHI ¥ M311eJIUsl MEULIMHCKOTO Ha3Ha-
YEeHMUSI, UCIIOJIb3yEeMbIE B MCCIICIOBAHMSIX, IOJKHBI HIMETh
COOTBETCTBYIOLIYIO PETUCTPALHIO U CEPTHU(PHUKATEI.

[Tpu myOnukauu pe3ynbTaToB KIMHUYECKOTO Uccie-
JIOBaHUsI (HAyYHOE WCCIIEIOBAaHUE C y4YacTHeM JIIOIeH,
KOTOPOE POBOIUTCS C LIEIbIO OLCHKH () (PEKTUBHOCTH U
0e301acHOCTH JIEKapCTBEHHOTO MpernapaTa) Heo0X0AuMO
yKazaHUEe Ha pa3pelieHHe COOTBETCTBYIOUIETO JTHYE-
CKOTO KOMHTETA.

[Ipu ynomuHanuu ¢amMuIMHA OTHENBHBIX aBTOPOB B
TEKCTE WM JIOJDKHBI IMPE/IIeCTBOBATh MHUIUANbI (MHH-
nuansl U GaMUINA MHOCTPAHHBIX aBTOPOB HPUBOAATCS
B OpPUIMHAJIBHOW TpaHCKpumuuu). Eciau craTba Hamuca-
Ha Ooylee YeM JABYyMsI aBTOPaMH, B TEKCTE yKa3bIBAIOTCS
WHHULOUAIB 1 (HaMHIUS TOJIBKO MEPBOTO aBTOPa, MOCIE
KOTOPOH CIIeAyeT «U COaBT.».

B Tekcre crarpm OmbOnmorpadmvecKre CChUIKH Jia-
I0TCsl apaOckuMu nuppaMu B KBaJApaTHBIX CKoOkax. B
CHHMCOK MCTOYHHMKOB HE CJeQyeT BKJIOYaTh CCHUIKM Ha
JIMCCepTaIMOHHbIE PA0OTHI U T€3UCHI KOH(EPEHIHIA, TaK
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KaK JIJIsl PelICH3CHTOB O3HAKOMJICHHUE ¢ HUMH 3aTPYIHH-
TEJIBHO.

Taduuupl. B TekcTe craTby TaOIMIBI pacroararoT-
csl B MeCTe IepBoro ux ynomuHanus. Kaxnas tabnuna
reyaraeTcs 4yepes3 JBa MHTEpBajla W JOJDKHA UMETh Ha-
3BaHUE U NOPSAKOBBINA HOMep. Hymepanuio cienyer Bbl-
MOJHATh apaOckumu Ludpamy, MOCIENO0BATEIBLHO, II0
Mepe HUCIOJIb30BaHus Tabiuil B TekcTe. Kakmapiii cTos-
Oer1 B TaOsuIe JOJKEH UMETh KPaTKHii 3ar0J0BOK (MOX-
HO HCIOb30BaTh aOOpeBuarypsl). Bee pasbscHeHus,
BKITIO4Yas pacuupoBKy abOpeBUaTyp, HaJ0 pa3Melarb
B cHockax. HeoOxommmo Bcerma yka3biBaTb, B KaKOM
BHJIC TIPEJICTABIICHBI B TAONWIE LEHTPAIbHBIC TCHJICH-
uun (cpenHss apu@MeTHYecKas+oImuOka cpeaHed u
T.1.). HegonmycTuMo npeacTaBiaTh CTaTUCTUYECKYTO 3Ha-
YUMOCTh, Kak «p<0,05», HeoOXonumMo mpuBOANUTH abco-
JIOTHYIO BEJIMYKMHY Toka3aressi. [Ipu HaOope Tabnui He
HaJI0 UCIOJIB30BATh CUMBOJIBI, IMUTHPYIOIINE JTUHEHKN
(iceBnorpaduky, neduc, CHMBOI IogdepKuBanms). Ha-
3BaHUE TAONMIBI U NMPUMEYaHHS K HEHl JODKHBI OBITh
NepeBe/ICHbl HAa AaHINHACKHUNA A3bIK.

HNamocTpanuu (pUCYHKH, CXEMBI, HarPaMMBbI) pac-
TIOJIATAFOTCS B TEKCTE CTAThH B MECTE UX IEPBOTO YIIOMH-
Hauuda. Hymepauus — apabckumu nudpamu, mocienona-
TeNIbHasI, TI0 Mepe YIOMHUHaHUs. VIITFocTpanuu T0KHBI
OBITHb IPEACTaBIICHBI B 3JEKTPOHHOM Buie B (opmare
*TIF, *JPG (pororpaduu — ronsko B popmare *TIF), He
JIOJDKHBI OBITh TIEPETrPY’KEHbI TEKCTOBBIMH HAIMHUCSIMU.
[Noanucy K WUTIOCTpalMAM NeYaTaroTcs 4epe3 ABa MH-
TepBasa. [loAnuch K KakaoMy PUCYHKY COCTOUT U3 €ro
Ha3BaHMS M <JICTCHJbD (OOBSICHEHHS YacTed pUCYHKa,
CHMBOJIOB: CTPEJIOK U IPYTUX €ro Jeraneii). B moxmucsax
K MHUKpodoTorpadusiM HaJ0 yKa3blBaTh CTENEHb yBEIH-
YeHHs, cnocod OKpackd Wik uMmnperHanuu. Haspanus
WUIIOCTPAUN M NPUMEYaHUH K HUM, TEKCT «JICTCHIbD»
JIOJDKHBI OBITH IEPEeBE/ICHbI HA AaHIIMHCKUIA S3BIK.

Wnmroctpauuu OecryiaTHO IMyOIMKYHOTCA TOJNBKO B
4epHO-0eJIOM BapuaHTe, YTO HEOOXOIUMO YYHUTHIBATH
IIPY MapKUPOBKE CTOJIOMKOBBIX AMAarpaMM M Irpadukos.
Wnmoctpanyuy MOryT OBITH OIyOIMKOBAaHBI B IIBETHOM
(dopmare 3a cyeT aBTOPOB. ABTOpBI, KEJIAIOLIHE TTOMe-
CTUTb WIJIFOCTPALIMU B TaKOM BHUJE, JOJDKHBI peiBapu-
TEJILHO COIIACOBATh JIAHHBIH Bompoc ¢ Penakiuei.

Cnucoxk HCTOYHHMKOB pa3MelaeTcs 4epes 2 UHTep-
Bajla, KaXKIblii HCTOYHUK C HOBOW CTPOKH IOJ MOPSAKO-
BBIM HOMEpOM. B crimcke Bce pabOThl MEPEUHCIIIOTCS B
MOpsiIKe UTUPOBAHHA (CCBIIOK Ha HUX B TEKCTE), a HE
1o andaBuTy (paMUIUil EpBEIX aBTOPOB.

He crienyer BKIItOYaTh B CIIUCOK MCTOYHHKOB aBTOpE-
(eparbl KaHAUAATCKUX M JOKTOPCKHX JHCCEPTAIMH, TaK
KaK MX OCHOBHBIE Pe3yJbTaThl JOJKHBI ObITh OMyOINKO-
BaHbI B )KypHaiax u3 crricka BAK (31o onue U3 cnipaBe-
JIMBBIX CIIOCOOOB YBETMUYCHUS UMITAKT-(PAKTOpa HAyYHOTO
ypHaia). Taxoke He cienyeT BKItodarh B Oubnuorpadu-
YeCKHUI CIMCOK TE3UCHI JIOKJIA/IOB, TaK KaK JJIsl PelCH3CH-
TOB 03HAKOMJICHUE C HUMH 3aTPYJHUTEIBHO.

KosnnyectBo uuTHpyeMbIX paboOT: B OpUTHMHAIBHBIX
cTarpsix — He Oonee 40, B nekuusx U o63opax — g0 150
HCTOYHHMKOB. PexoMeHtyeMast 107151 HCTOYHUKOB JIUTEpa-
Typbl He cTapiie 5 jet — He MeHee 30 % (3a UCKITIoueHH-
€M HCTOPUYECKHX 0030pOB), JOJSI CAMOIIUTHPOBAHHS —
He 6onee 20 %.

Yncno ccpUTOK Ha JOOBIC MyOIHMKAIMM  CTapiie
10 ner e moxet mpeBbimarh 20 % ot dudbanorpaduye-
CKOro crucka. [IpuBeTCTBYIOTCS CChIIIKM Ha CTaThH, OIy-
OnukoBaHHbIC B )KypHaie «Hedpomorusy».

[Nopsimok cocTaBineHUs CIIUCKAa HCTOYHUKOB CIIEYIO-
mmii: a) gamunust (M) 1 MHUUANBI aBTOpa (OB) KHUTH
WIN cTarTbd; 0) Ha3BaHWE KHUTH WM CTaThH; B) BBIXOJI-
wele nannble; ) DOI (Digital Object Identifier, ynu-
KaJbHBIH 1TM(POBON MIEHTU(DHUKATOP CTaTbU B CUCTEME
CrossRef). IIposepsite nammume DOI cnenyer Ha caiite
https://search.crossref.org/. [lns nonyuenust DOI Hy»x)HO
BBECTH B IIOMCKOBYIO CTPOKY Ha3BaHHE IyOJMKaLlUM Ha
aHTIIMHCKOM si3bIke. [lomaBsitoniee OONBIIMHCTBO 3apy-
OCXKHBIX )KypHAJBHBIX CTAaTEH 1 MHOTHE PYCCKOS3bIYHBIC
crarbu, onyonukoBaHHble ocie 2013 rona, 3apeructpu-
poBansbl B cucteme CrossRef u umeror ynukansasiit DOL

[Homumo DOI ccbiika Ha PYCCKOSI3BIUHYIO CTaThIO
(ommyomukoBannyo B PUHII) momkna Brmroyars EDN
(eLIBRARY DOCUMENT NUMBER) (https://www.
elibrary.ru/projects/edn/edn_info.asp?).

Hanpuwmep:

[Totamosa EA, 3emmnsnoit JIA, Koraparses I'B. Oco-
OEHHOCTH KHU3HEACATEILHOCTH U CAMOYYBCTBUS CTYICH-
TOB MEIIUIIMHCKUX BY30B B IEPUO JUCTAHIIMOHHOTO 00-
yuenust Bo Bpemst snuaemuun COVID-19. Ilcuxonozuue-
ckasl Hayka u obpasosanue 2021;26(3):70-81. [Potapova
EA, Zemlyanoy DA, Kondratyev GV. Peculiarities of life
activity and well-being of students of medical universities
during distance learning during the COVID-19 epidemic.
Psychological Science and Education. 2021;26(3):70-
81. (In Russ.)] doi: 10.17759/pse.2021260394. EDN:
PQPTZM.

Haittu EDN M0XXHO Ha CTpaHuULE CTaTbU Ha CaWTe
PUHIL (www.elibrary.ru).

[Tpu aBTOPCKOM KOJIIEKTUBE 0 4 YEeNOBEK BKIIFOYH-
TEJIFHO YIIOMMHAIOTCS BCE aBTOPHI (C MHUIMAJIAMHU I10-
cie hammin. [TpoOeItbl 1 TOYKH MEX Ty HHAIIATIaMU He
craparcs). [Ipu OONBIINX aBTOPCKHUX KOJJIEKTHBAX YIO-
MHHAIOTCSI TPU MIEPBBIX aBTOpa U J00aBIsieTcs «u Ap.» (B
WHOCTpaHHOH nuTepatype «et al.»). B HexoTopsIx ciy-
Yasix, KOTJa B KAYeCTBE aBTOPOB KHUT BBICTYIAIOT UX pe-
JAKTOPBI UJIM COCTABUTENH, MTOCIIE (PaMHIIHU ITOCIEIHETO
W3 HUX B CKOOKax CIIeNyeT CTaBUTh «pel.» (B HHOCTPaH-
HBIX cchlikax «ed.»). [Tocie nHUIMATIOB MOCIEIHETO aB-
TOpa WU NOCTIE «U Ap»/«et aly cTaBUTCS TOUKA AT TOTO,
Y9TOOBI BBIJICITUTH HAYAJI0 HA3BaHUS CTaThU. TOYKA B KOH-
1€ MTOJTHOTO OMHCaHHU OHOIUOrpapUIecKOro HCTOYHNKA
HE CTaBsTCA.

ABTOpBI HECYT OTBETCTBCHHOCTh 3a TPABHIBHOCTH
oopmIleHHS CCBUIOK U, CJIEAOBATEIHFHO, BO3MOKHOCTh
UX KOPPEKTHOTO paclio3HaBaHHUs U aBTOMAaTHYECKOTO L~
THUPOBAHUSL.

CchplIKM HA KypHaJbHbIe cTaTbu. B Oubmmorpa-
(buueckoM ONMMCAHUU CTAaThbH U3 XKypHaia (Iocjie ee Ha-
3BaHUS) MPUBOIUTCS COKPAIIEHHOE HA3BaHHE XKypHaia
(kypcuBOM) U Yepe3 npoOelt roj u3nanus (MexIy HUMU
3HAK PENUHAHUSA HE CTABUTCS ), 3aTEM I1OCIIE TOUKH C 3a-
sITOH, 0e3 mpodena — TOM ¥ HOMep JKypHaia (WId, eclin
npuMeHnMo, — No ToMma, B ckoOKax Ne sxypHama, Takxke
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6e3 mpoOenoB), mocine BoeTounst Oe3 mpoberna ciaexyer
yKa3aTh CTPaHMIBI (IEPBYIO — U TOCIEAHION, Yepe3 Je-
¢uc, 6e3 mpobenoB). B ommcanusx crareit 3 )KypHaoOB,
MMEOIIIX CKBO3HYIO HyMEPAIMIO CTPAaHUIL Ha MPOTSKE-
HUM TOMa, YKa3aHWE HOMepa XypHaia HeoOs3aTesIbHO.
Ha3Banusi oTeyecTBEHHBIX JKypHaJIOB B OuOmuorpadu-
YECKOM CIHCKE CIIeIyeT MPUBOIUTH B OOIICTIPUHSTHIX
COKpAIlIeHUsIX, HHOCTPAHHBIX — B IPUHATHIX B PubMed.

I[Ipumep ccbUIKM HA AHIVIOA3BIYHYIO CTATHIO:

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

CchbLIKM HA PYCCKOSI3bIYHbIE MCTOYHHMKHU TPUBO-
JSITCS HE TOJNBKO Ha A3bIKE OPUIMHANA, HO U HA aHIJIMi-
CKOM $sI3bIKE. AHIVIOSI3bIYHAS YacTh JOJDKHA HAXOJUTHCS
HETIOCPEACTBEHHO MOCIIE PYCCKOS3BIYHOM B KBaIPATHBIX
ckoOkax [ ]. B camom ee KoHIIE B KpyIJible CKOOKH TIO-
MEIIAI0T yKa3aHHe Ha WCXOMHBIN s3bIK opuruHama (In
Russ.). DOI (mpu Hanu4mu) ciienyeT yKas3blBaTh Hepen
AHIJIOA3BIYHOM YaCThIO CCBIIKH.

daMWIMK W WHUIKATB BCEX aBTOPOB W Ha3BaHUE
CTaThH Ha aHIIIUICKOM S3bIKE CIIEAYET MPUBOIMTH TaK,
KaK OHM JaHbl B OPUTMHAIBHON MyOIMKaLUK. Y TOUHUTh
JTaHHBIE MOXKHO Ha caifte HayuyHoll 3JeKTpOHHOH OH-
omuoteku (https://elibrary.ru/) unm coGCTBEeHHOM caiiTe
KypHana. Ha3Banue sxypHana J0DKHO COOTBETCTBOBATh
BapHaHTy, 3apeructpupoBannomy B ISSN. MHorue caii-
TBI XKYPHAJIOB Pa3MEINIAOT HAa CBOMX CTPaHHIAX YKe TOo-
TOBBIE CCBUIKH JUI IUTUPOBAHUS (PyCCKO- U aHIVIOS3bIY-
Hble). [locie Ha3BaHMs JKypHalla — BBIXOIHbBIC JAHHBIC
(cM. BbIme). Ecnii opurnHanbHbIA epeBoa METaJaHHBIX
Ha aHDIMICKUN S3BIK 1O KAKMM-TO MIPUYMHAM HEIOCTY-
MIeH, CJIEJyeT BBITIOJIHUTE IEPEBOJ] CaMOCTOSTEILHO.
[IpaBunbHOCTE TIEpeBOAA SIBIACTCS OTBETCTBEHHOCTBIO
aBTOPOB.

[Ipumep cCbUIKH HA PYCCKOSI3BIYHYIO CTATHIO PU
HAJIMYUH AHIVIOA3BIYHBIX JAHHBIX B HCXOHOM TeKCTe
u doi:

1. Myxun HA, bornanosa MB, Pamees BB, Ko3znos-
ckast JIB. AyroBocnanutenbHble 3a00JeBaHUS U TIOpa-
eHus nodek. Tep apx 2017;89(6):4-20. doi: 10.17116/
terarkh20178964-20

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

[Ipumep cCBUIKH HA PYCCKOSI3BIYHYIO CTAThIO,
ony0JIMKOBaHHYIO B :kypHaJe «Hedponorus»:

1. Harounn IOB. Hedponorus u dyHnamen-
TanpHass Hayka. Hegponocuss 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

Touka B KOHIIE TIOJHOTO ONMCaHus OuOIHorpadude-
CKOTO UCTOYHHKA HE CTaBUTCH.

Ccplika Ha kHHUTY. B Oubnuorpaduueckom onmca-
HUM KHUTH (TTOCIIe Ha3BaHUS) MPUBOJSTCS HA3BaHHUE H3-
JaTeNbCTBa, TOPOJl, TOM U3IaHus (BCe yepes3 3amsiTyro U

126

npo0el), MocJie TOYKH C 3aIATON Yepe3 mpodest — Homepa
CTpaHHMI Yepe3 aeduc, Ha KOTOpble KOHKPETHO CChIIaeT-
¢S aBTOp (MM yKa3zaHHe OOIIEro KoJM4ecTBa CTPaHULl B
KHUTE, €CIIM CChIIIKA JIaeTCs Ha Hee B 11eioM). Eciu cepui-
Ka JaeTcs Ha TIaBy W3 KHHUTH, CHadaJla yIOMHHAFOTCS
aBTOPbI M HA3BaHHUE IVIaBbl, IIOCJIE TOYKH — C 3arIaBHOMN
OykBbI craButcs «B:» («In:») u dammms(u) aBropa(os)
WM BBICTYTIAIOIIETO B €0 Ka4eCTBE PeAaKTopa, 3aTeM Ha-
3BaHME KHUTU U BBIXOJHBIE JaHHble ee. Ha3BaHnue KHUTH
BBIJICIISICTCS KYPCHBOM. B KOHIIE B KpyTIible CKOOKH TTOMe-
HIAIOT YKa3aHUe Ha UCXOMHBIN s13bIKk opuruHana (In Russ.).

[pumepsi:

1. Bomommn AU, Cy66otun FOK. Bonesnp u 3710-
POBbE: JIBE CTOPOHBI mpucrocodneHus. Menuiuna, M.,
1998; 5-17

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

2. HozppaueB AJl. @yHkiuoHanbHas Mop¢oaorus
cepaeuynococynuctor cucremsl. B: Hazos EU, pen. bo-
JIE3HU OpPraHoB KpoBooOpamenus. Meaununa, M., 1997;
8-89

[Nozdrachev AD. Functional morphology of the car-
diovascular system. In: Chazov EI, 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, Albany
(N.Y.), 1996; 44-50

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

Bkuaapn aBropos. [locie ¢pamMumuy 1 HHUIIMATIOB aB-
TOpa B KpaTkoil (popMe OMUCHIBACTCS €ro JIMYHBIN BKJIA]
B HamucaHue crarbu (ujaes, cOop marepuana, o0padoT-
Ka MaTepHaia, HallMCaHWe CTaThU, HAyYHOE PElaKTHPO-
BaHME TekcTa u T.h.). Jonmyctuma dopmynupoBka «Bce
ABTOPBI ClENaId SKBUBAJCHTHBII BKIaJ B IOITOTOBKY
Ty OJTMKAITI.

Konduaukt nnrepecos. B coorBeTcTBIM C peKOMEH-
JauusaMu MexIyHapOJHOTO KOMUTETa pelaKTOpOB Me-
quuuHekux kypHaiaoB ICMJE Recommendations for the
Conduct, Reporting, Editing and Publication of Scholarly
Work in Medical Journals 2018 (http://www.icmje.org/
recommendations/) KOHQIMKT HHTEPECOB, Kacaroluics
KOHKPETHOH PYKOINHKCH, BO3HHKAET B TOM CIy4ae, eclid
OJMH M3 YYaCTHUKOB IIpOLleCCa PELEH3UPOBAHHUSA WU
MyOJIMKAIUK — aBTOP, PEIICH3CHT M PEIaKTOpP UMEET
00s13aTeNIbCTBA, KOTOPBIE MOIJIH ObI TIOBJIUATH HA €r0 UK
ee MHEeHHue (axke ecM 3TO ¥ He MPOMCXOAUT Ha CaMOM
nene). GUHAHCOBBIC OTHOIICHUS (HAIPUMED, CBSI3aHHBIC
C TpUeMOM Ha paboTy, KOHCYJBTAlMSAMH, BIaJCHHEM
AKIUSIMHU, BBIIJIATON TOHOPApOB M 3aKJIIOYEHUSMH JKC-
MIEPTOB), MPSIMBIC MK Yepe3 OJNM3KUX POIACTBCHHUKOB —
HanOoJee yactas NpUYMHA BOSHUKHOBEHHS KOH(IHMKTA
uHTEepecoB. TeM He MeHee, BOSMOXHBI U JIpyrue Mpu-
YUHBL: JIMYHBIC OTHOIICHUS, HAyYHOE CONICPHUYECCTBO U
WHTEIUICKTyaJIbHbIC TIPUCTPACTHSL.

JloBepue OOIIECTBEHHOCTH K MPOLECCY PEeLeH3Nnpo-
BaHHS M IOCTOBEPHOCTH MyOITMKYEMBIX CTaTeil YaCTHYHO
3aBUCHT OT TOTO, HACKOJBKO YCIIEHIHO IpoliemMa KOH-
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(IMKTa MHTEPECOB pelaiach BO BpeMs UX HaIllMCaHUS,
pELeH3UPOBaHUS U pelakThpoBaHuiA. [IpenB3sTocTh B
CTaThe 4aCTO MOYKHO BBISIBUTH M YCTPAaHUTH IPH TILA-
TEJIbHOM M3Y4YCHUH MCIONB30BAHHBIX HAYYHBIX METOI0B
1 BBIBOJIOB. [IpenB3sTocTh, CBA3aHHYIO ¢ (PMHAHCOBBIMU
OTHOIICHUSIMU U MX BIMSHUSAMH, BBIIBUTH TOPa3Io TPy.I-
Hee. YUaCTHUKU IPoLecca PeLieH3UpOBaHus U IyOiuKa-
LUK JOJDKHBI COOOMIATh 0 HATMYUK KOH(IMKTA HHTEpe-
coB. D1a nHpopManus JODKHA ObITh JOCTYITHOH, YTOOBI
MOYHO OBIIIO OI[CHUTH CTETICHb BIMSIHUS 3TOTO KOHMIHK-
ta. XKXypnan «Hedponorus» He IpUHUMAET CTATbU OT aB-
TOPOB, UMEIOIINX KOH(IUKT HHTEPECOB.

Hopsapok nmyéauxauuu crareid. Kax npasuio, cra-
TBHH, HAMIPABJICHHBIE B )KypHA, MyOIUKYIOTCS B MOPSIKE
noctyruienus B Penakiuro. Ilpu npounx paBHBIX yciio-
BUSIX TONNUCYHAKA (IO MPEIOCTABICHUIO KCEPOKOIHU
MOANMUCHOTO a0OHEMEHTa) UMEIOT MPaBO Ha IEepBOOYE-
penHoe pa3mMerienue Matepuaios. [Ipu aTom npeumye-
CTBO OT/AETCSl JJOKTOpAHTaM, aclMpaHTaM M COMCKare-
JSIM B TOM CIIy4ae, €CIId OHH SIBIISIOTCS MOANNCYUKAMU
KypHana. Taxoke BHE odepey MOT'YT ObITh OITyOIMKOBa-
HBI CTaThH, MOATOTOBIICHHBIC 1O 3aKa3y Peakimu xyp-
Hana «Hedpomorusy».

IMnara 3a my6aukanmio. [Ipu cobnroneHnn Bcex BbI-
niernepeyrciieHHbIx [IpaBuit myOnuKanus CTaTtb B Kyp-
Hane «Hedpomorus» sBnsercs GecruiaTHOM 11 aBTOPOB
U YUPEkKIAEHHMH, B KOTOPBIX OHU padoTaroT. Pexakuus mo-
JKeT MoTpe0oBaTh OIIATY B CIEAYIOMINX CITydasix:

- 3a myOIMKALUIO [IBETHBIX MJUTIOCTPALHH.

- IIpu GonpLIOM KOJIMYECTBE WILUIIOCTPATUBHOIO Ma-
Tepuaia (CBbIIE § MILTIOCTPAIHi).

- 3a myOIMKaIMIo CTaTel, HOCSAIIUX PEeKIaMHBIN Xa-
paxrep.

- 3a mpouecc YCKOpEHHOH ImyOinuKanum

ABTOpBI OIUTAYMBAIOT ITyONUKALMIO TOJBKO IIOCIE
TOTO, KaK CTaThsl MPOIILIA MPOLEAYPY PELCH3UPOBAHHMS,
PEKOMEH/IOBaHA PEICH3EHTaMHU K IeYaTd M MPUHATA K
nevyaty. Oruiara myONUKaiK BKIIOYACT TEXHUYECKYIO U
JUTEPATYPHYIO MPaBKy, (OPMATUPOBAHUE TEKCTA H PH-
CYHKOB COIJIAaCHO TPeOOBaHHSAM TUIOTPAHH.

Wudopmarysi 0 MOIUTHKE JKypHAIA, BKIIOYAs STH-
Ky IyOIUKaIid, PEelCH3UPOBAHUE U PEIAKTHPOBAHUE,
aBTOPCKOE MPaBO W Ipoyee, MOAPOOHO pa3MelieHa Ha
caiire https://journal.nephrolog.ru/ B cCOOTBETCTBYIOIIEM
pazznene (cM. pazznen «O xypHane» — «llonuTuka xyp-
HaJa).

IloaroroBka crareii

Jlis mpescTaBieHusl CTaThbW aBTOPBI JOJDKHBI TIOJI-
TBEPAUTh HUKECICAYIOIINE IMyHKThL. PyKomuch Moxer
OBITH BO3BpallleHa aBTOpPaM, €CJIM OHA MM HE COOTBET-
CTBYET.

1. Ora craTths panee He OblIa OMyOIMKOBAaHA, a TaK-
JKE HE TPEJICTABICHA JUIsl PACCMOTPEHHSI U ITyOIMKAIUN

B IPYI'OM >KypHajie (WIu JaHO oObsicHeHHe 3Toro B Kom-
MEHTapusIX Ui PEJaKTopa).

2. Hanpasnsist cratbio B Pemaxiuro, aBrop(bl) mpu-
HuMaeT nonoxkenns JTkd U [lomutuku Xypnamna He-
(ponorust.

3. daiin oTnpaBisLeMOil CTaThU MpencTaBieH B (Gop-
Mare gokymeHrta Microsoft Word.

4. IlpuBenens! nonuele nHTEpHET-aApeca (URL) s
CCBIJIOK TaM, IJI€ 3TO BO3MOXKHO.

5. Tekcr HaOpaH C IBOMHBIM MEKCTPOYHBIM HHTEp-
BAJIOM; UCTIOJIB3YETCs Kerb mprudTa B 12 MyHKTOB; A
BbIJIEJICHUS MCIIONIB3YETCsl KYpCHB, a HE IOAYEPKUBAHNE
(3a MCKJIIOYEHUEM HHTEPHET-aJpEecoB); BCE WILIIOCTpa-
1H, Tpa(uKy 1 TaOIHUIBI PACTIONIOKEHBI B COOTBETCTBY-
IOLIMX MECTaX B TEKCTE, a HE B KOHIIE JJOKYMEHTA.

6. TexcT COOTBETCTBYET CTWIIMCTHYECKHM W OMOIHO-
rpadyeckuM TpeOOBaHMAM, ONMUCAHHBIM B PykoBozcTBe
JUIs aBTOPOB, PAacIONOKEHHOM Ha crpanulle «O KypHa-
ae».

7. Ecnu BBl OTHpABIIsIETE CTAaTbO0 B PELEH3UPYEMBII
paszielt )KypHaia, TO BBIIOJIHEHbI TpeOOBaHUS JOKYMEH-
Ta O0ecreueHue ClIenoro peLeH3upOBaHUs.

ABTOpCKHeE MpaBa

ABTOpBI, TyOIHUKYOIIME B JaHHOM XKYpHaJe, corlia-
MIAIOTCS CO CIICAYIOIIIM:

ABTOpBI COXPAaHSIOT 32 COOOW aBTOPCKHE IMpaBa Ha
paboTy W MPEAOCTABIIOT XKYpHATIY MpPaBO MEPBOH ITy-
Onukanuu paboThl Ha ycioBusx JuueHsun Creative
Commons Attribution License (CC BY NC ND), koro-
past TO3BOJISIET IPYTHM PACIIPOCTPAHATH JaHHYIO paboTy
B HEM3MCHEHHOM BHJIE U B HEKOMMEPYECKHX LENsX C
00s13aTeNbHBIM COXPAHEHHEM CChIJIOK Ha aBTOPOB OPHIH-
HAJILHON pabOThl M OPUTUHAIBHYIO MYOJIHKAIHIO B 3TOM
JKypHaJe.

ABTOpBI  COXPaHSIOT MPABO 3aKJIOYaTh OTHEIb-
HbIC KOHTPAKTHBIC JIOTOBOPEHHOCTH, Kacarolluecs He-
9KCKJIFO3MBHOTO PACIpPOCTPaHEHHs BepCUH paboThl B
OIyOJIMKOBAaHHOM 3[eCh BHAE (HampHMep, pa3MelieHHe
ee B MHCTUTYTCKOM XPaHWIHIIIE, ITyOIUKAIHIO B KHUTE),
CO CCBUIKOW Ha €€ OPUTMHAJIbHYIO ITyOIUKALUIO0 B 3TOM
KypHAe.

ABTOpBI IMCIOT TIPABO pa3MeIIaTh UX PaboOTy B CETH
WuTtepHeT (HanpuMep B MHCTUTYTCKOM XPaHHIIHUILE WA
HEePCOHANBHOM caifTe) o0 W BO BpeMs Ipoliecca pac-
CMOTpEHHS €¢ JaHHBIM JKypHAJIOM, TaK KaK 3TO MOXET
MPUBECTH K TPOAYKTHBHOMY OOCYKICHHIO M OOJbIIEMY
KOJIMUECTBY CCBhUJIOK Ha MaHHyto padory (Cm. The Effect
of Open Access).

IIpuBaTHOCTH

Nwmena n anpeca IeKTPOHHON TIOYTHI, BBEJCHHBIC Ha
caifre 3TOro xypHana, OyIyT HMCIOJIb30BaHbl UCKIIIOYH-
TEJIBHO JUIS 1ieJiel, 0003HaYeHHBIX 3TUM JKYPHAJIOM, U
He OyIyT MCTIOIB30BaHBI ISl KAKUX-THO0 JAPYTHX Ieeh
WM TIPEOCTABIICHBI IPYTHM JINLIAM M OPTaHHU3aLIUSIM.

Anpec pepakuuu: 197101, Caukr-MeTepOypr, yn. JibBa Toncrtoro, a.17,
MCN6rmMmy 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-caunT: http://journal.nephrolog.ru
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OBPA3EL[ COITPOBOJUTEJIBHOI'O ITMCBEMA
(pa3meriieH Ha caiiTe http:/journal.nephrolog.ru)

PexBU3HUTHI HAMPABIISIIOLIETO YUPEKACHUS I'maBHOMY pepakTopy
xypHana «Hedpomorus»
npodeccopy A.ILl. PymsianieBy

ConpoBoauTesibHOE MMCbMO K HAy4HOM CTaTbe

Hanpasnsiem Hayunyto cratbio (PO Bcex aBTOpoB, Ha3BaHUE CTaTbU) 111 Oy OJIMKOBAHMSI B XKy -
nane «Hedpomorus» (ISSN 1561-6274), Bxonsmewm B [lepeueHs sxypHanoB, pekoMeH10BaHHBIX BAK
MunoOpnayku P® st myOnukanuy 0CHOBHBIX MOJIOKEHUN AUCCEPTALIMIOHHOTO UCCIIEIOBAHMS.

HacrosmmmM nuceMoM rapaHTupyeM, YTO pa3MelieHre HayqyHoH cTaThi B )KypHaie «Hedpomorus»
HE HapylllaeT HUYbUX aBTOPCKUX MpaB. ABTOPBI TaKXKE I'apaHTUPYIOT, YTO CTaThsl COAEPKUT BCE
[IPEAYCMOTPEHHBIE JEUCTBYIOLINM 3aKOHOIaTEIbCTBOM 00 aBTOPCKOM IPaBE€ CChUIKM Ha IUTUPYEMBbIX
aBTOPOB M M3/1aHUs, a TAKXKE HCIIOJIb3yEMbIE B CTAaTbe PE3yNbTarThl U (PAKTHI, MOTYyYEHHbIE APYTHUMU
aBTOpaMU WM OpraHu3alysMu. ABTOpPbI HECYT OTBETCTBEHHOCTb 3a HAyYHOE COAEp)KaHUE CTaTbU U
rapaHTUPYIOT OPUIMHAIBHOCTH MpefocTaBIsieMoro Marepuaia. Crarbs HE BKIIIOYAET MaTepHUalibl, HE
MOITIeKAIINE OIYOIMKOBAaHUIO B OTKPBITOM NIEYaTH, B COOTBETCTBUH C JICHCTBYIOIIMMHI HOPMATHBHBIMU
aKTaMH.

Hanpasnss pyxonuch B xypHan «Hedpomorus», aBTopsl, TEM caMbIM, COTJIAIIAIOTCS Ha Iepeaady
KYpHaJly aBTOPCKHX IIpaB B 00bEME U HA YCIOBUSX, U3JI0KEHHBIX B [IpaBuiax [y1st aBTOpOB *KypHaiia
«Hedpomorus».

ABTOpBI IEPEAOT HA BECh CPOK JCHCTBUS NCKIIIOUUTEIbHBIX ITpaB )KypHaity «Hedponorus» mpa-
Ba HA UCIOJIb30BaHUE HAyYHOM CTAaThU IIyTEM €€ BOCIPOU3BEICHMS, UCIIOIb30BaHMsI HAYYHOU CTaThu
LEJIUKOM WA (parMEHTapHO B COYETAHUH C JIFOOBIM TEKCTOM, (OTOrpadusiMH HIIH PUCYHKaMHU, B TOM
YHClie yTEM pa3MelleHUs TOJTHOTEKCTOBBIX CETEBBIX BEpCHil HOMepoB Ha VIHTepHeT-caliTe KypHaiia
«Hedpomorus».

ABTOpBI B COOTBETCTBMM CcO CT. 6 DenepanbHoro 3akoHa «O IEpPCOHAJBHBIX JAHHBIX» OT
27.07.2006 1. Nel152-®3 cormacHbsl Ha 00pabOTKy CBOMX MEPCOHAIBHBIX JAHHBIX, @ UMEHHO: (haMu-
JMsI, UMSI, OTYECTBO, YUCHAS CTETICHb, YUEHOE 3BaHME, JIOJDKHOCTH, MecTo(a) paboThl W/ olyde-
HUS, KOHTAaKTHast HHGOPMALUS 110 MECTy pabOThl M/HIU 00y4YeHHs, B LEJSX OMyOTUKOBAHUS MPE-
CTaBJICHHOH cTaThu B )KypHaie «Hedpomorus».

ABTOpBI OATBEPAK/IAIOT, UTO HAIIpaBIIsIEMas CTaThsl HUIJIE paHee He Obula olyOlIMKOBaHa, HE Ha-
MPaBJSUIACh M HEe OyZIeT HApaBISATHCS AJIsl OITyOIMKOBAaHUS B IpyTUe HAYYHbIE U3aHHs O3 YBEIOM-
nenus 06 atom Penakin xypHana «Hedpomorusy».

Taxoke y1ocToBepsieM, UTO aBTOPbI HAy4HOM CTaThU corviacHbl ¢ [IpaBunamu 17151 aBTOPOB, YTBEPIK-
nenHbiMu Penaknmeit sxypHana «Hedpomorus.

[lepenucky Bectu ¢ (PUO)

[TouToBBII1 aapec:

Tenedon:

E-mail:

ABTopsl craThy: (JIMuHbIe oANKCH BCEX aBTOPOB CTATHU)

PykoBonurens yupexaeHus
Kpyrnas nedars yupexneHus
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