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INPUBETCTBUE YYACTHUKAM ®OPYMA

Ouepennoii «Bcemupnsiit Jlens moukm» ormedaercst B Poccun 10 mapra 2016 rona cepueit CTOMMYHbBIX
1 PErHOHATIBHBIX MEPOTNIPUSITUH, LIEHTpaJIbHOE U3 KOTOpbIX — O61mepoccuiickuii @opym B Mockse, Briep-
BBIE MPOBOTUTCS IBYMSI IPO(eCCHOHATTLHBIMU aCCOIMAITUAME: «Accormariueit Hedponoro» u «Cor3om
nienmarpoB Poccumy. [Iprunna storo — npezioxenHast (mpososmiamienHast) [ISN tema «Bcemupnoro s
MOYKW», TIOCBAIICHHAs 1eTCKO Hedposoruu, nMmeromas 1ist Poccun ocobyro akTyanbHOCTh B CBSI3H €
OCTpO# MOTPEOHOCTHIO CO3/IaHMSI B CTPaHE JETCKON HEPPOIOTHUECKOU CITYKOBI.

3a mporieninme maTh JeT C MOMEHTa BhiieNeHus Hedponoruu B 2010 romy B OTIEIBHYIO OTPAChb
37paBOOXPAaHEHHUS C BBEIEHHEM JOJDKHOCTH IFIAaBHOTO BHEIITATHOTO CiennaincTa Hedposora Munzapa-
Ba Poccum, pazpaboTkoit HopmMaTuBHOM 6a3bl (MOPsAIKA, CTAHAAPTOB U KIMHUYECKUX PEKOMEHIaIi
OKa3aHUsl MEIMLIUHCKOW MOMOIIM MO MPOQHIII0 HEPPOIOTHUs) CIOKUINCH YCIOBUS (HOPMUPOBAHUS
HePPOTOTHIECKON CITYKOBI 17151 B3pOCIOTO HACEICHHS BO BceX cyOonekTax Poccuiickoit deneparun.

Jletckas He(poIorusi B HOMEHKIIAType METUIIMHCKUX CIIEHUATbHOCTEN OCTaeTCs pas/iesioM o01en
npodeccun «Hedpomorus», 10 CUX MOp HE UMEET CBOSH HOPMATUBHOM 0a3bl M, COOTBETCTBEHHO, CTpa-
TEruH U My TeH JaibHeero pa3sutus. [lorpeGHOCTD BbIIeNEHHUS IETCKON HE(QPOIOTUN B OTIACITHHYIO
CHEIHAIbHOCTh (OTPaCib 3APaBOOXPAHEHNUS) UMEET CEPbEe3HbIE APTYMEHTHI B CHITY OTJIUYUNA OpraHu-
3allMd NEAUaTPUUYECKON TOMOIIM JETAM U TeparneBTUYECKo — B3pocibiM. [loaToMy Tema co3ganus
JETCKON He(POJIOTHUECKOM CIIy>KObI C MPUHATHEM MPOTPaMMBbl KOHKPETHBIX 11ar0OB U MEPOIPHUITHIA
CTaHeT IIEHTPaJIbHOM B paboTe nanHoro @opyma. Jta Tema Haiiiet oTpakenue B [iienapHoii ceccun,
B 00pazoBareabHON YacTH, a TakXKe B porpaMMme 3acenanus [podpunbHoit komuccuu no Hepoaoruu,
3aBepIIaroIIeH mepBbIi 1eHb padboTel Popyma. YuactHuku 3acenanus [IpodunsHoit Komuccun 00CyasiT
npobaembl BHeApeHUs B cyobekTax Poccuiickoii denepany HOBbIX Tapu(OB Ha OIUIATY MEIULIMHCKUX
YCIIyT, B TOM YHCJIe Ha IIUPOKUN CIIEKTP AUAIU3HBIX Ipoueayp. CoznaHue 3Toro 1aBHO 0XKH1aeMOT0
JIOKYMEHTA CTaJI0 BO3MOKHBIM OJ1arojjapst OrpoMHOMN paboTe BeAyIINX HKCIEPTOB « AcCoLaluu He-
¢dponoros» u cnenuanuctos deaepanbuoro ®onga OMC, noanepxanHoil MUHUCTEPCTBOM 3/IpaBo-
oxpaneHnus Poccuiickoit deneparun.

Ot umMeHun pykoBojicTBa «Accouuanuu HedposoroB» u «Coro3a nenuarpoB Poccun» BbipakaeM
HaZexay, uTo OopyM U ero pe3ynbTaTbl CTaHYT UMIYIbCOM Pa3BUTHA JETCKOM HE(POJIOTHH C BO3-
MOKHBIM B IEPCIEKTUBE BBIJICICHUEM €€ B OTACIbHYIO CIIEIUAIBbHOCTD.

[Ipe3uneHT «Accounanuu He(pPOIOTrOB» [Ipeacenarens ucnoakoma
npodeccop E.M. Illunos «Coro3a nenuarpoB Poccuny»

Z / akagemuk PAH A.A. bapanos
@A —

Tloctynmna B penaximo: 22.01.2016 .
IIpunsra B meuars: 25.01.2016 .
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BCEMUPHbIV AEHb MOYKW 2016

IDicynua Hneengpuneep, Kamvsap Kananmap-3aoe, @pany llleghep

COCPELAOTOHYMM BHUMAHWE HA TTEPNOLE OETCTBA,
MPEOOTBPATM NMOCNEACTBMA 3ABOJTEBAHII MOYEK

OT umeHn OpraHmaaunoHHOro kommteTta BcemmpHoro Hs novkmn™

WORLD KIDNEY DAY 2016

Julie R Ingelfinger, Kamyar Kalantar-Zadeh, Franz Schaefer
AVERTING THE LEGACY OF KIDNEY DISEASE-FOCUS ON CHILDHOOD

on behalf of the World Kidney Day Steering Committee*

PED®EPAT

BcemupHbii [eHb noykm 2016 nocesuweH 3aboneBaHnsM NoYek AeTCKOro Bo3pacTa v 60/1e3HAM NoYeK y B3POCHbIX, Ha4MHato-
LWmMMces B paHHeM geTtcTee. CnekTp XpoHMYeCcKmx 3aboneBaHnii NoYek B 4ETCKOM BO3pacTe, B OT/IMYME OT B3POCIIbIX, XapakTe-
puayeTtcsi npeobagaHnem rpynbl BPOXAEHHbLIX aHOMaNNN 1 HACNEACTBEHHbIX 3a60neBaHMiA, B TO BPEMS Kak romMepyionatmim
N NOPaxXeHNs novek, 06yCNoBAEHHbIE CaxapHbiM AnabeToM, BCTPEYaI0TCS OTHOCUTENbHO Peako. Kpome Toro, y MHOrvx aeten
C oCTpbIM noBpexaeHue novek (OMM) nocnenctauns OMNIM B KOHEYHOM UTOre MOTYT NMPUBECTU K apTepuanbHON rmnepTeH3nmn n
XpoHMyeckoi 6051e3Hn noyek (XBIM), passnBatoLLmmMcs B NO3LAHEM AETCKOM BO3PACTE UM BO B3POCIION XN3HN. Y feTel, pox-
[OEHHbIX NPeXAEBPEMEHHO UM C Manor MacCom Tena Af1s recTauMoHHOro BO3pacTa, MOBbILLEH OTHOCUTESbHbIV PUCK Pa3BUTUS
XBI B 6yaywem. Jlnua ¢ BbICOKMM prckoM pa3uTtma XBIT ¢ poxaeHus nnm ¢ getcraa TpebyloT TwaTenbHoro HabnioaeHus ¢
LeNbl0 CBOEBPEMEHHOIO BhISIBIIEHUS PAHHUX MPU3HAKOB 3a00neBaHUiA NOYEK U NPOBEAEHUS 3D DEKTUBHOM NPOPUNAKTMKM
NN nedeHns. YcnewHoe nedeHre BO3MOXHO aaxe y aeteli ¢ ganeko 3aweaiweri XbI; ybeoutenbHO NokasaHo, YTo y AeTen,
MO CPaBHEHMIO C B3POCIbIMU NaUMeHTaMu, pesysbTaTbl 3aMeCcTUTENbHOM noYedHon Tepanum (3M1T), Bkoyas Ananms n TpaHc-
niaaHTaumo NoYkun, yyule, NPy TOM, YTO JIMLLIb MEHBLLUVNHCTBO AETeNn HyXXOaloTCs B 3TUX BUAax Tepanuu. Nockosbky MMeTCs
pasnuumsa B LOCTYNHOCTU MEAMLIMHCKOM NOMOLLM, HE0OX0AMMbI COBMECTHbIE yCUnsa no obecneyeHmio abbekTMBHON Tepanmm
BCEM AETSAM C 3a001€BaHNAMM NOYEK, HE3ABMCUMO OT MECTa X NMPOXUBAHUS, reorpadmyeckmx  SKOHOMUYECKNX YyCIoBUiA. Mbl
HazeeMcs, 4To BceMupHeIin [leHb Noykn AacTt 0OLLEeCTBEHHOCTU, MONUTUKAM U BCEM, KTO 06ecnedmBaeT yxon, 3a AETbMU, He-
06x0aMMyI0 MHGOPMaLMIO 0 NOTPEBHOCTSAX M BO3MOXHOCTSIX, CBA3AHHbIX C JlIe4eHneM 3a601eBaHmii NOYeK B A€TCKOM BO3pacTe.

Kniouesbie cnoBa: xpoHuyeckas ©0ne3Hb NoYyek, AeTu.

ABSTRACT

World Kidney Day 2016 focuses on kidney disease in childhood and the antecedents of adult kidney disease that can begin in
earliest childhood. Chronic kidney disease (CKD) in childhood differs from that in adults, as the largest diagnostic group among
children includes congenital anomalies and inherited disorders, with glomerulopathies and kidney disease in the setting of
diabetes being relatively uncommon. In addition, many children with acute kidney injury will ultimately develop sequelae that
may lead to hypertension and CKD in later childhood or in adult life. Children born early or who are small-for date newborns
have relatively increased risk for the development of CKD later in life. Persons with a high-risk birth and early childhood history
should be watched closely in order to help detect early signs of kidney disease in time to provide effective prevention or treat-
ment. Successful therapy is feasible for advanced CKD in childhood; there is evidence that children fare better than adults, if
they receive kidney replacement therapy including dialysis and transplantation, while only a minority of children may require this
ultimate intervention Because there are disparities in access to care, effortis needed so that those children with kidney disease,
wherever they live, may be treated effectively, irrespective of their geographic or economic circumstances. Our hope is that
World Kidney Day will inform the general public, policy makers and caregivers about the needs and possibilities surrounding
kidney disease in childhood.

Key words: chronic kidney disease, children.

* Unensl OprannzannonHoro Komurera Beemupnoro [Ius [Mouku: ®u-

Beemuphsiit Jlens mouku, MexayHapoaHoe o0iecTBo He(poIoroB B
corpyanuuectse ¢ MexyHapoaHoid @enepanueil [Toueunsix PoHOB.
Rues de Fabriques 1B, 1000, Brussels, Belgium. E-mail: myriam@
worldkidneyday.org

World Kidney Day, International Society of Nephrology, in collaboration
with International Federation of Kidney Foundation. Rues de Fabriques 1B,
1000, Brussels, Belgium. E-mail: myriam@worldkidneyday.org
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«B Ka)x10M B3pOCIIOM JKHMBET OBIBIIHNI PeOCHOK, U B
KaX7I0M peOeHKe HaXOMUTCsl OYyIITUI B3POCIBI.
Jlxon Konnonw,

«Knuea nomepsannvix eewyeii»

BBEOEHUE U OB30P

10 mapra 2016 roma Bo BceM Mupe OymeT OT-
meudathes 11-it Bcemupnsnii [ens [loukn. Oto exe-
TOJTHOE€ MEpOTPHSITHE, OPTaHU3yeMOe COBMECTHO
MexayHapogasiM obmecTBoM Hedpororos (ISN) u
Mexnynaponnoit denepanueii [Toueunsix donaoB
(IFKF), sBnsieTcst ycIienHoi MHUIMATHBOH 110 MH(Op-
MHUPOBAHHIO IIUPOKOH OOIIECTBEHHOCTH U TIOJTUTHKOB
0 3HAYUMOCTHU M TIOCTIE/ICTBUAX 3a00JI€BaHUH MTOYEK.
B 2016 rony Bcemupwnsriit Jlens Iloukn Oymer mo-
CBSAIIEH 3a00JIEBAHMSAM IOYEK JIETCKOTO BO3pacTa U
HauMHAIOMIMMCS B PAHHEM JIETCTBE OOJIE3HSIM IMOYEK
Y B3POCIHBIX.

VY nerei, nepeHecInX 0CTPOE MOBPEKACHUE T10-
yek (OIIII) BcieacTBUe MIMPOKOTO CIIEKTPa COCTOSI-
HUH, MOTYT Pa3BUBAThCS OTAAIEHHBIC MTOCTIEICTBUA,
MIPUBOJIAIINE MHOTO JIET CIYCTA K (POPMHPOBAHHUIO
xporudeckoi 6ome3nn mouek (XbII) [1-4]. bonee
toro, XbI1 y neteit (mpencTanisromniasi COOOH Mpenumy-
IIECTBEHHO BPOXKICHHYIO MTATOJIOTHIO WITH BO3HUKATO-
masi B pe3ysbTare OCIOKHEHUN Psiia BHETIOYEHHBIX
3a00JI€BaHNM, KOTOPBIE MOTYT MOBPEXJATh MOYKH
BTOPUYHO), HE TOJIHKO MIPUBOANT K 3HAYUTEIIHHOM 3a-
0011eBa€MOCTH ¥ CMEPTHOCTH B JIETCKOM BO3PacTe, HO
Y CO3/IaeT LI KOMITIEKC MEIUITUHCKHIX TTPo0IIeM 3a
peesIaMu IETCKOro Bo3pacta. JelicTBUTENbHO, 1ET-
CKasi CMEPTHOCTb OT WH(EKITMOHHBIX 3a00JIeBaHIH He-
Pa3pBIBHO CBsi3aHa C BOBJIeUeHUEM Touek. Hampumep,
JeTH, 3a00JIeBIITNE XOIEPO U APYTUMHU KUIIIEUHBIMU

MH(pEKIUSIMH, 4YaCTO YMUPAIOT HE OT HH(PEKINN KaK
TaxkoBo#, a oT OIIII, 06ycnoBIeHHOTO AeTUApaTAIIACH
Y THITOBOJIEMHYECKUM IOKOM. KpoMme Toro, nmeroTcs
MHOTOYHCIICHHBIC JJaHHBIC, CBUJCTEIHCTBYIONIUE O
TOM, YTO apTepUalIbHAs THIEPTEH3MUS, IPOTCHHYPHSI
u XBII y B3pOCIIbIX UMEIOT IPEANIOCHUIKH YXKE B J€T-
CKOM BO3pacTe, B TOM YHCJIC M B paHHEM, HAYMHAS
C BHYTPHYTPOOHOTO M NEPHUHATAIBHOTO MEPUOIOB
JKU3HU (Tabi. 1; pucyHoK).

OmnpeneneHus Mepuo0B KU3ZHU Pa3INdaloTCs
BO BceM Mmupe. Hekotopsie omnpenenenns BKIOYAIOT
«MOJIOZICKbY, T.€. ULl Mostoke 24 net. B CILIA nepron
JIETCTBA, B IIEJIOM, OMPEACIIIeTCsS KaK Bo3pacT a0 21
roa.

Tabnuua 1
OnpepeneHns NepuonoB XXU3HU Yy aeTen

MepuHaTanbHbIi nepuog | OT 22 NonHbIX Hepenb 6epeMeHHo-
CTW A0 7-ro OHSA XXN3HU

OT poxaeHusa o 28-ro aHs XU3HN

HeonartanbHbIl nepuog,

MnageH4yecTBO OT poxaeHus oo 1 roga XnsHu

JeTcTBO Ot 1 roga po 10 net
MoppocTkoBklii BO3pacTt |OT 10 no 19 net

JaHHble B aTOW Tabnvue ABnaoTca onpegeneHnsmu Becemnp-
HOI opraHv3aummn 3apaBooxpaHeHuns. MepuHaTanbHbIi Nepuos,
onpeaensieTcs kak nepnof, ot 22 NosiHbIX Heesb 6epeMeHHOCTH
00 7-T0 OHS XXW3HW; HeoHaTasbHbI NEPUOA, — OT POXAEHUS A0
28-ro AHs XM3HWU; MnaaeHyecTso — 0o 1roaa; AeTcTeo — ot 1roga
0o 10 neT; n nogpocTkoBbIN Bo3pacT — ¢ 10 no 19 ner.

[Iposenenne Beemupnoro us mouku-2016 ot-
paxkaeT CTpeMJICHHE MOBBICUTH OOIIYIO OCBEJIOM-
JICHHOCTh O TOM, YTO MHOTHE 3a00JIeBaHUs MOYCK
y B3pOCJBIX B JEHCTBUTEIHHOCTH HAYUHAIOTCS B
JIETCTBE. 3HAHUE U TIOHUMAaHNE CTICKTPa 3a00JIeBaHNI
W COCTOSTHUI, BO3HUKAIOIIHX B JIETCTBE U aCCOILIMUPO-

Congenital Kidney Disease
or Inherited Disorders

Acquired Kidney Disease

Contribution of nephron number

Contribution of life challenges

%‘ 10
0t I% N

Late fetal Life

o©® X \

F A
[ Infant Toddler Child ————————  Adult  Old age

. &
w'".

PucyHok. IameHeHust TUMNoB 1 puckoB 60J1e3Hel NoYek B TeYeHne XNM3HEeHHOro umkna. Bknag konnyectsa HeppoHOB yBEIMUYMBAETCS
B TEYEHWE XN3HU 1 BMECTE C PasiMiHbIMWN BHELLHUMM akTopamMun oka3blBaeT HENOCPeACTBEHHOE BNIMSIHME HA COCTOSIHME MOYek.
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BaHHBIX C BBICOKMM prckoM pa3BuTus XbII B Teuenue
JKU3HU, Ja€T BO3MOKHOCTD JJIs1 paHHEH AMarHOCTUKU
U JUIsl OCYIIECTBJICHUS a/leKBaTHBIX NMPEBEHTHUBHBIX
BMEIIATeNbCTB.

OnuaeMruoNIoruiyeckre JaHHbIe O CIIEKTpe Kak
XBII, tak u OIIIl y nereii Bo BceM Mupe, B HACTOSAIIIEE
BpeMsl JOBOJILHO OTPaHUYEHBI, XOTS UX 00BbEeM MocTe-
IIEHHO yBennuuBaercs. Pacripoctpanennocts XbBII B
JIETCKOM BO3pacTe HEBEJIHKA U, IO UMEIOIINMCS JJaH-
HBEIM, BapbHUpYeT ¢ pa3zdpocom ot 15 go 74,7 ciydaeB
Ha 1 muH nereit [3]. Takue paznuuus 0OBICHIIOTCS
BIIMSIHUEM Dsiia PETHOHAJBHBIX U KYJIBTYPHBIX (hak-
TOPOB, a TAKXKE UCIIOIB3yEeMOI METOA0JIOTHEH OLIEHKN
nanabx. CoBceM HenaBHO BeemupHast oprannzanus
3npaBooxpanenus (BO3) BnepBrie BHEcCTa 3a00eBa-
HUS TIOYEK U MOYEBBIX IyTEH B CIHUCOK COCTOSIHUH,
MOJJICIKAIINX PETUCTPAIMU TTpU cOope HHPOPMAIUH
0 MPUYUHAX CMEPTHOCTH, MPOCIEKHUBAEMBIX BO
BceM mupe. Co BpeMeHeM 3Ta WHPOpPMAIUs CTaHeT
BaKHBIM HCTOYHHKOM JIaHHBIX, XOTS B HacToOsAIIEe
Bpemst BO3 He mpenocTaBisger JaHHBIE IO BO3pacT-
HbIM rpynnaMm [5]. Pasnuunsie 0a3bl 1aHHBIX, TaKHue
kak CeBepo-AMepuranckue Ilemuarpuueckue Ilo-
yeynsle O0bvenunennsie MccnenoBanus (NAPRTCS)
[6], Cucrema Iloueunsix Hauusix CIIA (USRDS)
[7] u peructp EBpormetickoit Accormaruu [[nanmza
u Tpaucriaaramuu (EDTA Registry) [8] Bkirogarot
CBEJICHUSI O TEPMHUHAJIBLHON XPOHHUYECKOW MOYEYHOU
nepocrarounoctd (TXI1H) u, wactuuno, o XbIl y ne-
Teit. Takue uccnenoBaresbckue NpoeKThl, kak [talKid
[9] u Xponnueckas bonesns [Touek y [ereii (CKiD)
[10], a Taxxe MccnemoBanue [mobansHoro bpemenu
3aboneBanwmii 2013 (Global Burden of Disease Study
2013), Hapsimy ¢ peTuCTpamH, CYIIeCTBYIOIINMHE B Ha-
CTOsIIIee BpeMs y’Ke BO MHOTHX CTpaHax, IPeaoCTaB-
JISTIOT KpaliHe BAKHYI0 HH(OPMAITHIO, HO e111e O0JIbIIe
HHPOPMAIH TOTPEOyeTCs B JaIbHEHUIIICM.

IIo naHHBIM NONYJSIMOHHBIX UCCIEJOBAHUN Y
B3poCIbIX manueHToB, OIII MmoxkeT mpuBoauTH K XBI1
[12]. YacTtora BozamkHOoBeHuUss OIIIl cpenm nerei,
TOCTIMTAIM3UPOBAHHBIX B OTAEJIEHNUS MHTEHCUBHOU
Teparnuy, IHPOKO BappupyeT — oT 8 10 89%. Mcxompl
OIIII 3aBUCAT OT JOCTYITHOCTH PECYPCOB JJIA OKa3a-
HUS MEIUIIMHCKOH oMot [ 1]. B 6mmxkaiiee Bpemst
OKUJIAI0TCS PE3YNIbTaThl TAKOTO BAYKHOTO UCCIIE0BA-
Hust, kKak AWARE, MHOrOHaIMOHAIBHOTO TIPOEKTA,
OCYIIECTBIISIEMOTO B IATH CTPaHaX M MOCBSIIEHHOTO
mydenuto OIIIl y nmereit [13]. OgHOLIGHTPOBBIEC HC-
CJIEZIOBaHUS M JJaHHBIE METa-aHAJIN30B MOKAa3bIBAIOT,
yro 00a coctossuus — OIIIT u XBII, Bo3HuKaromme
B JIETCKOM BO3pacTe, SBJSIOTCS MPUYHUHON JIUIIb He-
6onbiroro konmuyecTna ciaydaeB XbII mo Bcemy mMupy
B 11esioM [2,3]. OxHako cTaHOBUTCS 00JIee OUEBHIHBIM,

12

YTO OOJIE3HM MOYEK Y B3POCIBIX 3a4aCTYIO SIBIISIOTCS
HaCJIEZINEeM JEeTCKUX MPoOIeM.

CrnekTp neguaTpuyeckKux 0ose3Heil mouex

Crnextp cocTosHUi, Benymux K pa3sutuio XbII
B JIETCKOM BO3pacTe ¢ MpeodyiajaHieM BPOXKACHHBIX
Y HACJIEZICTBEHHBIX 3a00JI€BaHMA, CYIIECTBEHHO OT-
JIM4aeTCsl OT TAKOBOIO y B3pociblx. Ha ceronHsamHumi
JeHb Ooee yeM B 150 reHax uaeHTHOUITIPOBAHBI MY-
Tallii, OTBETCTBEHHBIE 32 HAPYIICHHUS] HOPMAJIHLHOTO
Pa3BUTHS MOYCK WU (PYHKIHOHAIBLHOTO COCTOSHHUS
KITyOOYKOB WM KaHAbIIEB [ 14]. BOMbITMHCTBO U3 3TUX
TeHEeTHYECKUX HapyIICHUH KITMHUYECKH MPOSBIISIOTCS
B JIETCKOM BO3pacTe, 1 MHOTHE U3 HUX IPUBOIAT K TIPO-
rpeccupoBannio XbI1. BpoxkaeHHble aHOMaluu MoveK
n moueBbIBoAIMX myTelt (BAIIMII) cocraBmsior
OCHOBHYI0 Kareroputo npuant XbI1y nereit (Tadm. 2)
Y BKJTFOYAIOT B €05 THITOTIIA3HI0/ TUCIIIA3HIO ITOYEK 1
00CTPYKTHUBHYIO YPOTIATHIO.

Tabnuua 2
STnonornsa XxpoHu4eckoi 6os1ie3Hn noyek
y peten*
XBn TMNH
OTnonoruvs AnanasoH, |3Ttmnonorus nanasoH,
% %
BAMMI 48-59 BAIMMI 34-43
H 5-14 ' 15-29
Al 10-19 Al 12-22
ryc 2-6 ryc 2-6
KncTtosHasa 5-9 KuncTtosHasa 6-12
Mwemunyeckas | 2-4 Nwemnyeckas |2

MpumeyaHre. Pegkue NpuymnHbl BKIKOYAKOT BPOXAEHHbIN HC,
mMeTabonnyeckre 3aboneBaHus, LMCTMHO3. MNpoyne NpuynHbI 3a-
BUCAT OT TOr0, Kak 3TN COCTOSIHUA Knaccnounumpytotesa. BAINMIT:
BPOXEHHbIE aHOMaNnM NnovYek 1 MoYeBbIBOAALLMX nyTen; MH:
rnomepynoHedpuT; Al apTepuanbHas runepteHaus; 'YC:
reMoJINTUKO-YPEMUNYECKUIA CUHOPOM.

* Untnpyetca no Harambat et al. CKD data are from NAPRTCS,
the Italian Registry and the Belgian Registry. ESRD data are from
ANZDATA, ESPN/ERA-EDTA, UK Renal Registry and the Japanese
Registry.

Cpeny TOYEYHBIX AUCIUTa3Hi BAXKHYIO TIOATPYTIITY
COCTaBJISIIOT KUCTO3HbIE 3a00JIeBaHUs [IOYEK, pas3-
BUBAIOIIUECS B Pe3yJbTare reHeTHIECKUX JIe(eKToB
KJIETOK KaHAJIBLIEBOT'O AIUTENHSI — KIIEPBUYHBIX peC-
HUYEK». MHOrue IoMepyJIonaTiy y JeTeil BbI3BaHbl
TeHETUYECKUMH WM MIPUOOPETEHHBIMH Ae(eKTaMu
MIOJOLUTOB, YHUKAJIbHBIX KJIETOK, BBICTHUIAIOIINX
KalIIsIpbl KIyOouka. MeHee pacrpoCTpaHeHHBIMH,
HO OY€Hb BaXXHbIMU npuunHamu XbBII B nerckom
BO3pacCTE SIBISAIOTCS HACJEICTBEHHbIE HAPYIICHUS
oOMeHa BelIeCTB — TaKHe Kak NepBUYHAs THUIIEPOKCa-
JIypysl U IUCTUHO3; a TAK)KE aTUIIUYHBINA FEMOJUTUKO-
YPEeMUYECKUI CHHIPOM — TPOMOOTHYECKast MUKPOaH-
TUOIIATHs, CBSI3aHHAS ¢ TEHETUYECKUMU aHOMAJIMSIMU
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CUCTEMbI KOMIJIEMEHTA, CBEPTHIBAIOIIEH CUCTEMBI U
HEKOTOPBIX IMyTel MeTabonn3ma.

Jlo HacTosIero BpeMeH! 0CTaeTcs He SICHBIM, Ka-
KM 00pa3oM KJ1accu(UIMPOBATh JeTeH, epeHeCInX
OIIIT u, 04eBUIHO, BHI3OPOBEBIINX, WIIH ICTEH C TIe-
pUHATaJILHOMN MaTONOTHEH, BEpOATHO 00y CIIaBINBAIO-
11ei (hOpMUPOBAHUE OTHOCUTEIbHON OJIMTOHE(PPOHUH.

VY nereit mpuunnoii TIIH (B otnnume ot XBII)
HECKOJIBKO Yallle BBICTYIAIOT IJIOMEPYJIONaTHH U He-
ckoibko pexke — BAIIMIT (cm. Tadi. 2), 4To cBA3aHO ¢
Ootee ObICTPOH OTEpeit HePOHOB MPH TIIOMEPYIISP-
HBIX 3a00eBanusX. TeMm He MeHee, ToCeTHIe TaHHbIe
CBUJETEIHCTBYIOT O TOM, YTO Y MHOTHX ITallUE€HTOB C
nerkumu popmamu BATIMIT Bo3amokHO Tiporpeccu-
poBanue 3aboneBanus g0 TXIIH yxe Bo B3pociom
BO3pacTe, B ocHoBHOM OT 30 10 40 et [15].

Nmerorcs HanMoHaJIbHBIE U PErHMOHAIbHBIE pa3-
nuuus B tunax u TedeHnu kak OIII, tak u XBII B
JIETCKOM BO3pacTe U y B3pocibiX. CMEpPTHOCTH OT 3a-
0osieBaHN TIOYEK BBIIIE B Pa3BUBAIOLINXCS CTpaHaXx,
[I03TOMY CHJIBI U BHUMAHHKE TOJDKHBI OBITH HaIpaBJie-
HBI Ha YCTPaHEHHUE CYIIECTBYIOIINX HAIIMOHAIBHBIX U
PErMOHANIBHBIX Pa3IU4Mil B JICHEHUU U UCXOAAX ITOU
natosioruu. Kpome Toro, B 3aBUCHMOCTH OT pETHOHA,
CTpaHbI U €€ HHPPACTPYKTYPBI pa3INIaeTCs ¥ IOCTYII-
HOCTb MEUIMHCKON rmoMotu. CocpeoTouuB BHUMA-
HUe Ha 00JIe3HX MOYeK B JETCKOM BO3pacTe, MOXKHO
MOBBICUTH SKOHOMHUYECKYI0 SPPEKTUBHOCTH JICUCHUS,
MMOCKOJIbKY paHHUE MPEBEHTUBHbIE BMEIIATEIbCTBA
MOTYT NPEAOTBPAaTUTH MpOrpeccupoBanue B Ooiee
no3aaue craguu XbI1. OxumaeMble pe3ynbTaThl 3aBU-
CAT OT IOCTYITHOCTH METUIIMHCKOM MOMOIIM U YXO/1a.
VY nereil, B TOM 4MCII€ U MIIAJICHIIEB, HY KJAIOIIUXCS B
3aMeCcTUTENbHON MoYeyHoi Tepanuu, tedenue Ol n
XBIT MokeT ObITh BBICOKOA((PEKTUBHBIM M TIO3BOJIUT
CHHU3UTh OpeMsi 00JIe3HEH TOYeK B 3pejioM BO3pacTe.
Ho nns toro, 4ToObl OCYIIECTBIATH ATO JIEYEHUE,
HEOOXOMMO HANpPaBUTh PECYpChl Ha obecrieueHne
JOCTYITHOCTH Haunboiee OBICTPHIX U IKOHOMUYHBIX
metozoB octpoii 3IIT B nerckom Bozpacre.

BpoxnenHble 3a00/1eBaHUS MOYEK H IBOJIIONHU-
OHHbIe UCTOYHUKHU 310POBbSI U 00J1€3HU, BKJIAJ
NMo4YeK B COCTOSIHME 3A0POBbSl M KJIHMHUYECKHE
NPOsIBJIeHUsI

B peruonax, rie yasTpa3ByKOBBIE HCCIEIOBAHUS
IUJI0/1A SIBJISFOTCS Py TUHHBIMH, MHOTHE YPOJIOTHYECKHE
AHOMAJIMM BBIABJISIOTCS B aHTEHATaJbHOM IEPHOIE,
YTO TO3BOJIIET 00ECIIEUNTh paHHEe BMEIIaTeNbCTRO.
OpnHako B OOJIBIIMHCTBE CTPaH MHUpPa CTPYKTYpHBIE
AHOMAIIMU y JleTel MACHTH()UIMPYIOTCS HAMHOTO
Mo3Ke, KOTJa MOSBIAIOTCA KIMHUYECKHE CHMIITOMBI
3a0oseBanus. DPPEKTUBHOCTD PACcpPOCTPAHEHHOTO
B HEKOTOPBIX CTpaHax M PerHMOHAaX CKPUHMHTA Ha

BBISIBJICHHE TPOTCHHYPHH, TeMaTypUu ¥ MHPEKIUN
MOUEBBIX ITyTeH 0 HACTOSIIETO BPEMEHU OCTAETCS
nuckyTabenbHOl. TeM He MeHee, TOCTHTHYTO o01iee
COTJIAIICHUE — B 00s3aTEIFHOM MOPSIIKE TOJHKHEI OBITH
00cIe0BaHbI CIICAYIONINE KaTerOPHH JIECTEH:

° ¢ aHOMAaJIUSIMH MOYCIIOJIOBOM CHUCTEMBbI, BBHISB-
JICHHBIMHM aHTCHATAJIbHO TPH YIBTPA3BYKOBBIX HC-
CIICZIOBAHUSAX

° C CeMCHHBIM aHaMHE30M, OTSTOIICHHBIM TI0 3a-
0oJIeBaHUSM ITOYCK;

° C HEJIOCTATOYHOM MacCOM Teja U OTCTaBaHUEM B
(bU3NUECKOM pa3BUTHH;

* ¢ UH(EKIUeH MOYEBBIBOIAIINX IIyTEH B aHAM-
HE3e;

* C pacCTpOMCTBAMH MOUYCUCITYCKAHUS WA U3Me-
HCHHMEM BHEIITHETO BUJA MOYH.

[lepBoHauyaNbHBI CKPUHUHI JOJIKEH BKIIHOYATh
[eJeHanpaBiIeHHOE (hU3UKATHHOE 00CIeI0OBAaHNUE, HC-
cIeZIOBaHUE MOYH C TTIOMOIIBIO TECT-IIOJIOCOK, OOIIHIA
aHaJIN3 MOYH ¥ CTAaHIApPTHBIA OMOXUMHUYECKUI aHATTU3
KPOBH C TMOCIEAYIOMHUM 00Jiee Y3KOHAIMIPaBICHHBIM
00cIIeIoBaHIEM 110 TIOKA3aHUM.

B 3aBHCHMOCTH OT AMArHo3a MOXKET OBITh TTOKa3aH
TOT WJIM MHOW BHJ JiedeHHs. OJJHAKO JIOKA3aTeIIbCTB,
9TO Tepamus OyAeT cCIocoOCTBOBATH 3aMEIICHUIO
TeMIIoB niporpeccuposanns XbII B neTckom Bo3pacre,
BCE eIle He0CTaTouHO. IHTHOUTOPH aHTHOTCH3UH-
IpeBpalapiero hepMeHTa, 6JI0KaTopsl PelenTOPOB
AHTHOTCH3WHA, aHTHOKCUIAHTRI U, BO3MOKHO, OTIpeie-
JIEHHAs JUeTa MOTYT OBITh MOKAa3aHbI B 3aBUCHMOCTHU
oT nuarHo3a. [Ipu 3ToM gueTHYecKue OTpaHUYCHIS
HE JOJDKHBI CKAa3bIBAThCSA HA aJ€KBAaTHOM POCTE U
pasButuu pedenka. MccnenoBanne ESCAPE npen-
CTaBHWJIO JTOKA3aTEIbCTBA, YTO JKECTKUI KOHTPOJIb ap-
TEePHUATHLHOTO JABJICHUS 3aMeIJISIET IIPOTPECCUPOBAHNE
XBbII y nereil, HE3aBUCUMO OT XapaKTepa OCHOBHOI'O
3a0oseBaHms mouek [16].

HexoTopsIM AeTsM MOXKET TOTPeOOBATHCS TIPOBEIC-
uue 31T yxe B Mianenueckom Bo3pacte. [locneanue
00beNMHEHHBIC JaHHBIC PETHCTPOB M3 MHOXKECTBA
CTpaH IO BCEMY MHUPY CBUICTEILCTBYIOT O XOPOIIEH
BBDKMBACMOCTH JIaKe TIPH Hadajie Iuajnu3a ¢ HeoHa-
TanpHOTO TIepuoza [2, 17]. TpancmiaHTanus MOYKH
SIBIIICTCS TIpennoutuTeabasiM BumoM 31T y neteit u,
KaK MpaBmiIo, MPUMEHUMA Tocie 12-MeCcIIHOro BO3-
pacTa C IpeBOCXOTHOM BEDKUBAEMOCTHIO TAITCHTOB U
TpaHCIUIAHTATa, © HOPMAJIBHBIM POCTOM H Pa3BUTHEM
PEIUTTUCHTOB.

HakannmBaroTcs mokazaTeabcTBa o ToM, 9To XbII ¢
MaHHU(eCcTalKMel B ICTCKOM BO3PaCcTe MPUBOJIUT K I10-
BBIIICHUIO CEPACYHO-COCYANCTOMN 3a00I€BaCMOCTH U
COKpAIICHUIO O’KUAEMOU TIPOTOJKUTETFHOCTH JKH3-
HU. Texyiue KpymHbIe MEePCIEeKTUBHBIC UCCIIeI0Ba-
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Hus, Takue kak Mccnenosanue Cepreuno-CocynucThix
3a6oneanuit y [Jereit ¢ XBII (Cardiovascular
Comorbidity in Children with CKD — 4C) nomxHsI
[IPEeI0OCTABUTH HOBBIE JAHHBIE O MPUYMHAX U MTOCIIE-
CTBUSIX PaHHUX CEPJEYHO-COCYIUCTHIX 3a00IeBaHUI
y nereii ¢ XBII [18].

B nacrosiee BpeMst M3BECTHO, 4TO, TOMUMO BPOXK-
JICHHBIX 32a00J1eBaHNI1 TOYEK, Ha COCTOSTHHE 3/I0POBBSI B
TEYeHHE )KU3HU MOT'YT ITOBIHUATH U HEKOTOPbIE ITepHHa-
TaJbHbIE HAPYIIEHUS — aXKe NP OTCYTCTBUH SBHOTO
3a0o0Js1eBaHus TI0YEK B paHHeM miepuoje [19]. [lanHbie
KOTOPTHBIX HMCCIICIOBAHUH W OTIENBHBIE COOOIICHUSI
[TOKa3bIBAIOT, YTO HEJOHOIICHHBIE JI€TH UMEIOT OYEeHb
BBICOKHI pPUCK pa3BUTHA 3a00JIeBaHUs MTOYEK B OyIy-
ieM, 4epe3 MHOTO JIeT Mociie poxaeHus. BookuBae-
MOCTb HEJTOHOIIEHHBIX JIeTell HEYKJIOHHO PacTET, B TOM
YHCcIIe U TeX, KTO POKIAeTCsl 33/J0JIT0 JI0 3aBEPILICHUS
nedporenesa [20]. Umeromuecss HEMHOTOUNCICHHBIC
JTAHHBIE TTOKA3bIBAIOT, YTO B MEPHO MPeObIBAHNS HO-
BOPOX/IEHHBIX B OT/CJICHUSIX WHTEHCUBHOHN Tepanuu
MHOTHE M3 HUX TOJy4aloT OOJbIIOe KOJHYECTBO He-
(PpOTOKCHYHBIX JIEKAPCTBEHHBIX CPEACTB, @ Y MOTHOIIINX
B CTaIllOHape HEIOHOMICHHBIX JETeH MpHU ayTOICUU
BBISIBJISIIOTCS CHIKEHHE KOJMYECTBA U yBEIMYEHHE
pasMepoB kiryooukoB [21]. Kpome Toro, y BEDKUBIIHX
HETOHOIIIEHHBIX HOBOPOXKIEHHBIX HEPEIKO Pa3BUBALCT-
cs1 OINII, KTMHUYIECKUE MPOSBICHISI KOTOPOTO MOTYT
ObITh cTepThiMU [22]. Emie Goibliie HaCTOPaKUBAIOT
oOLIMpHBIE PMHIEMHOJIOTHYECKUE JaHHbIe, CBUJIE-
TEJIbCTBYIOIINE, YTO JIETH, POAUBIINECS B CPOK, HO C
OTHOCUTEJIBHO HU3KOM Maccoi Tena Mpu POXKIECHUHU,
MOTYT UMETh BBICOKMH PUCK Pa3BUTHSI TMIIEPTEH3MUH,
aneOymunypun u XbBI1 B nanpHeimeit sxuzau [23].
VY Takux JUI IpH TIPOBEACHUH MPSIMBIX Mopdome-
TPUYECKUX U3MEPEHHI BO B3POCIOM BO3pacTe MOXKET
BBISIBIISITHCSI yMEHBIIICHHOE KOJIMYECTBO HE(PPOHOB, UTO
paccMmarpuBaeTcs B KadeCcTBe JOMOIHUTEIFHOTO BKIaza
B OpMHpPOBaHNE KapAHOPECHAIBLHOM MaTOJIOTHH.

CocpenorounB BHUMaHKE Ha JIETSIX B paMKkax Bce-
mupHoro s Ilouku, Mbl X0Tenu Obl MOAUYEPKHYThH
HEOOXOIMMOCTh KOHTPOJISI (PYHKIMH TTOYEK U apre-
pHAJIBHOTO JaBIEHUS HA MPOTSHKEHUH BCEH KU3HU
MalMeHTOB, POAUBILIUXCS MPEXKACBPEMEHHO WIIU C
MaJoi JJIi COOTBETCTBYIOIIETO IeCTAllMOHHOTO BO3-
pacta maccoi Tena. Ecnu 310 Oymer ocymiecTBiIeHO,
Y €CTIM B TEUEHUE )KU3HM Y ITHX JIUII MOXKHO OyIeT U3-
0exaTh MPUMEHEHHUST He(PPOTOKCHUECKUX TPETIapaToB,
OKa)KETCsl BO3MOYKHBIM IPENOTBPAaTUTh pazsutue XbII
Y MHOTHX JTIIOJIEH.

JocTtynHble pecypcbl U JiedeHHe 1eTeil — 0TJIH-
YU OT JeYeHHUsl B3POCJIbIX

Cy1ecTBYyIOT pa3Inyus B JOCTYIIHOCTH PECYPCOB
qurst tedenvst OII y meteid 1 MOJIOABIX JIFOACH, ITOATO-
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My MHOTHE JI€TH U MOAPOCTKH B Pa3BUBAIOIIMXCS
crpanax MoryT nmoruOuyTh oT OIIIL. [ns pemenwms
3ToM rpodiieMbl MexayHapoaHoe OO1iecTBO HePpo-
soroB (ISN) mHUITMUPOBAJIO MMPOEKT MO HA3BAaHUEM
«Cnacem Momnoasie XKuzuuy. Llenbio mpoekra siBiis-
etcs npenotsparienue OI1II 3a cueT cBoeBpeMeHHOTO
JieuCHUsT MHPEKIIMOHHBIX 3a00JIeBaHUN /WK aJieK-
BaTHOTO BOCIIOJHEHUS JKUJKOCTH U JJIEKTPOJIHTOB,
a taxke nederne OIIII, ecnmu oHO Bce-Taku pa3BU-
BaeTcs. DTOT MPOEKT, B KOTOPOM YeThIPe MOYEUHBIX
®onpma yyacTByIOT B paBHON creneHu (MexayHa-
ponHast Accoumanus aeTckux Hedponoros — [PNA,
ISN, Mexaynaponnoe ObmiectBo IleputoneanbHoro
Juamuza — ISPD, u ®oux Ilocrosanoit [loueunoi
[Tomomu — SKCF), peanusyeTcst B HACTOSIIIEE BpEeMsI
B psafe cTpad AQpukH, HaXoAsmuxces K 1ory ot Caxa-
pBI, U B HEKOTOPHIX cTpaHax FOro-Bocrounoii A3zum.
OcHOBHBIE YCUITUSI COCPEAOTOYECHBI Ha OpraHu3alun
U TIOAJep)KaHUHU aKTUBHOM JESTENbHOCTH IIEHTPOB
s nedenus namueHToB ¢ OIII, B Tom ywmcie ¢
MIPUMEHEHNEM OCTPOTO MEPUTOHEAIBHOTO JHUaN3a.
JIaHHBII IPOEKT TECHO CBSA3aH C APYI'MM IPOEKTOM
ISN — «0 x 25», KOTOPBI UMEET IEIBI0 00CCIICUHUTh
k 2025 roay HYJEBYIO CMEPTHOCTH OT OTEHIIHAIBHO
npenorsparumoro OIIIT.

B cBsa3u ¢ mpeobnamanremM BpPOXKICHHBIX M Ha-
CJICJICTBCHHBIX 3a00JIEBaHUH TOYEK BO3MOXHOCTH
neuenus aereit ¢ XbII uctopuyeckn OblTH Orpannye-
HBI HECKOJIBKUMH UMMYHOTIATOJIOTHYECKUMHU COCTOA-
HUSMHU. B mocneanue roupl AOCTHXXKEHUS B o0iacTu
(bapMaKoIOTHH ¥ MOJICKYISIPHON T€HETHKH, HApsIy
C paciipeHHeM JAMAarHOCTHYECKUX BO3MOXKHOCTEH,
MO3BOJIMJIM TOCTENIEHHO MPEOA0JIEeTh AIUTEIHHO
CYLIECTBOBABIIMN B NEAUATPUUYECKON NMPaKTHKE
«TepareBTUYeCKUi HUTUIN3M» B OTHOIIEHUH 3a00-
neBaHui mouek. Arunuuasldi I'YC, nonroe Bpems
CUMTABUINICA JKU3HEYTPOXKAIONIUM 3a00JI€BaHNUEM C
BBICOKOW BEPOSITHOCTBIO Iporpeccuposanus B TIIH
Y PeUUINBOB IMOC]E TPAHCIUIAHTAIH, B HACTOs;IIEe
BpeMsl C TIOSIBJICHUEM MOHOKJIOHAIbHBIX aHTUTEI,
KOTOpBIE crielUUUECKH OIOKHPYIOT aKTHBAIUIO
C,-KOMIIOHEHTA KOMIIJIEMEHTA, PaCCMaTPUBAETCS
B KaueCTBE M3JEYUMOro coctosHus [24]. Hdpyrum
MIPUMEPOM SIBIISIETCS] UCIIOJIb30BAaHUE aHTAaroOHHCTOB
PEIenTOpOB Ba30IPeCcCHHa — BalITAHOB — C LIEJIBIO 3a-
MeJICHHS POCTa KUCT U COXpaHEHUs PyHKIUI TOYeK
MIpU TIOJTUKUCTO3HOM Oose3nu mouek [25]. Brnepsrie
3¢ PEeKTUBHOCTH Tepaluy BaliTaHaMHU ObLIa MOKa3aHa y
B3POCJIBIX C 2y TOCOMHO-A0MHUHAHTHOM MOJIMKKCTO3HON
00J1e3HBIO TIOYEK, OTHAKO OHA PAacCMAaTpUBAETCS U B
Ka4yecTBe MEPCHEeKTUBHON JUIS JIEYeHUSI ayTOCOMHO-
perieccuBHOM (opMbI 3a00JeBaHUS, KOTOpPAsK 4acTo
nporpeccupyet 1o TXIIH B nerckom Bo3pacre.
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Bwmecre ¢ Tem, nonb3a, KOTOPYIO IPUHOCAT Mallu-
eHTaM (HapMaKoJIOTHYECKHE OTKPBITHSL, B ITI00aTbHOM
MaciiTabe MOXeT ObITh CBE/IeHa Ha HET — BCIICACTBHE
OTPOMHOM CTOMMOCTH HEKOTOPBIX HOBBIX TepareBTH-
YyecKuX cpencTB. [[onck qoCcTymHbIX MHHOBAIMOHHBIX
METOZIOB JICUEHHsI pelKUX 3a00JeBaHUN OyJeT KIo-
YEeBBIM BOMPOCOM B MEIUATPHUYECKON HEPPOJIOTHHU B
OmKaiIme roapl.

Co3nanne HOBBIX KJIMHHUYECKUX PETUCTPOB,
AKKYMYJTUPYIOIIMX UHOOPMAIIMIO O €CTECTBEHHOM
TeueHUH 3a00JIeBaHUs, B TOM YHCIIE O TEHOTHITUYECKH-
(heHOTUITMYECKHUX KOPPETAIHIX, OyIeT crocoO0CTBO-
BaTh BbISIBIICHUIO ieTel ¢ XBII, y KoTopbIX onpaB1aHo
MIPUMEHEHUE HOBBIX (P PEKTUBHBIX TEPANICBTUIECKUX
noaxo/0B. [Tomrmo 6a3 TaHHBIX IO KOHKPETHBIM 3a-
0oseBaHUAM TOYEK, UMeeTCs He0OXOIMMOCTh pa3pa-
OOTKH PETHCTPOB JAHHBIX O CIICIIM()UUECKON Teparu.
Taxue perucTpsl 0COOCHHO BaKHBI B TEX 00IACTSIX, TIC
KJIIMHUYECKHE UCCIIEIOBAHNUS TPYAHOBBIIIOIHUMBI U3-
3a MaJIoro 4Mcia MalueHTOB U OTCYTCTBUS MHTepeca
(hapMakoJIOrHUeCcKUX KOMITaHUH, a TakXKe I BUJIOB
JieyeHus, TpeOyomuX r100aJIbHOr0 Pa3BUTHS U YCO-
BeplIeHCTBOBaHUA. Hanpumep, B HacTos1Iee BpeMs B
MHpe UMEIOTCS OOJBIINE PA3INYHsl B 00eCrieueHu U
METOAMKAX MPOBEACHUS TUAIN3a U TPaHCIUIaHTAIUN
IIOYKH y JieTeil. B To BpeMsi Kak BO MHOTHUX Pa3BUTBIX
CTpaHax [oKa3aTesii BBKMBAeMOCTH JIETeH 10cTaTou-
HO BBICOKH U JTaK€ IPEBOCXO/AAT TAKOBBIE ¥ B3POCIIBIX,
[OYTH TIOJIOBUHE AETCKOM MOMYJISAIMU B MHpE, IO
HMMEIOIIMMCS OLIEHKaM, BOOOIIIE He Mpe/araeTcs mpo-
BeaeHue xponnueckoii 3I1T. Obecneduenue nocryna K
3IIT s Bcex aeTel BIIsIeTCs HanBakKHEHIEH 3a1a-
yeii Oyayero. [1Jis moimydeHust 1ocToBepHOit mHDOp-
MalI[{H O JIeMOIrpapUueCKUX 0COOCHHOCTAX M HCXOaX
31T y mereit MexaynapoaHas Acconuanus JeTCKUX
Hedpoioros (International Pediatric Nephrology
Association, IPNA) mnanupyer B Onkaiiiiee Bpemst
OpraHMU30BaTh MI00ATHHBIN PETUCTP MOMYISITHOHHBIX
naHHbBIX. B ciywae ycnexa peructp IPNA mo 3IIT
MOJKET CTaTh 00PA3I0BOI MOJETBIO JJIs TPOBEACHUS
cOopa TaHHBIX BO BCEM MHpE.

ITepexoa or meguaTpuveckoil MeIULUHCKOI
NMOMOIIY K MeAUIMHCKOI MOMOIIH JJIsl B3POCJIbIX

[lepeBoa mompocTKoB ¢ 3a00€BaHUSMH TTOYEK BO
B3pOCITYIO CETh MMEET pelaroliee 3HadYeHne KaK /s
MalMeHTOB, TaK W JJIA JIUI, 00eCIeYNBAIOIINX UM
MEIUIIMHCKYIO TIOMOIIb U YXOJ. Y MOJOABIX TAallH-
€HTOB C XpPOHMYECKUMU 3a00JIEBaHUSAMU MIEPEXO] U3
MeANaTPUYECKON BO B3POCIYIO CETh YaCTO MPUBOAUT
K HecoOmoaeHII0 pekoMeHnanuii [26—28]. [loatomy
JUIs oOecIieueHuns ycrexa JOMKHBI OCYIIECTBIAThCS
MPOJIYMaHHbIC IArH M BBIOIHATHCS METOTUYECKH
oTpaboTaHHbIE MPOLEAYPbl, OCHOBaHHBIEC Ha BAJTUIN-

POBAaHHBIX MPOTOKOJIAX M 3aCIYKUBAIOIINUX JTOBEPHUs
PEKOMEHaIUsX.

B mporiecce cMeHbI ceTr HAOTIONCHMS C TIeTUATPH-
YEeCKOW Ha B3POCIYIO «II€PEBO MOIPOCTKA, KOTOPBIN
JIOJDKEH MIPOMCXOINTH TIOCTETICHHO, CIIEAYET OTIINYaTh
OT «IIepeavmy, KoTopasi 3a4acTyIo MPEACTaBIIsIeT cOO0H
MIPOCTO HEOXKUTAHHYIO MEXaHHUYECKYIO 3aMEHy MEIH-
IIMHCKOT'O YUpEeXK/JICHUs ITH Bpada. BHeapenne koHuen-
IIUH «TIEPEBOJIA» JOJKHO OBITH 3a01arOBpEMEHHBIM, 3
HECKOJIbKO MECSIIEB MJIH JIET JI0 IIEJIEBOTO CPOKa, KOT/Ia
JIETH BCTYTAIOT B ITOJJPOCTKOBLIM U B3POCIIBII BO3PACT.
Koneunas mesnb 3aKimodaeTcsi B COASHCTBUN YCTaHOB-
JICHUIO MPOYHBIX B3aUMOOTHOIIEHUHN M pa3paboTke
WHIMBUIYyaJIbHOTO TIJIaHa B HOBOW CETH HAOMIONEHMA,
YTO [TO3BOJIUT MAIIEHTY 4yBCTBOBATh CE0S TOCTATOUHO
KoM(OpTHO, YTOOBI HHPOPMHUPOBATH Bpaya 0 HecoOITIo-
JICHUW PEKOMEHIALUI U IPYTUX YITYIECHUSX.

[Inan mepeBoma MoapocTKa BO B3POCIYIO CETh
HY>KHO COCTABIIATh C YYETOM TOTO, YTO 3MOIIMOHAIIb-
Hasl 3peNoCTh JAeTel ¢ 3a00IeBaHUAMHU MTOYEK MOXKET
OBITH OYCHB pa3nuyHON. OIIEHKa CEMEHHOM CUTYaInu
U JII, OCYIIECTBIIOMNX YXO 3a JETbMH, a TaKkKe
KYJIBTYPHBIX, COIIMATBHBIX U (PMHAHCOBBIX (haKTOPOB
B MOMEHT I1€PEBO/Ia SBJISAIOTCS KIIOUEBBIM MOMEHTOM,
0COOCHHO BayKHA peaIMCTHUYECKas OlleHKa OpeMeHH,
JIeXKAIero Ha JUIax, o0ecrmeyuBaoIux yxon [4].
Bpewms u hopmart nepeBojia MOTYT CYIIIECTBEHHO pas-
JIUYAThCSA Y OTJEIbHBIX MAI[MEHTOB B 3aBHCHMOCTHU
OT KOHKPETHOH CUTYaIlH; TO3TOMY MPEIIOUYTUTEICH
ruOKUil iepeBoy1 0e3 3apaHee YCTaHOBJIEHHOH JaThl 1
Jaxe 0e3 YeTKO ouepueHHoro (opmara.

BaxHo oTMeTHUTH, YTO TIEPEBOJl MOXKET OBITH 3a-
Me/JIEH WU TPUOCTAHOBIIEH, MAlUEHT JaKe MOXKET
OBITH BpPEMEHHO BO3BpaIlleH 00paTHO B JIETCKYIO CETh B
KPUTHYECKUX CUTYAIHSIX, HATPpUMEp IPU 000CTPEHUN
WM TIPOTPECCUPOBAHNUY 3a00JI€BaHUSL, WM TIPY HECTa-
OMIIbHOM ceMeHON Wi coanbHON cuTyaruu. Kon-
CEHCYC, HeJITaBHO pa3paO0TaHHBINH OOIUMH YCHUITUAMU
Mexnynapoanoro O6imectBa Hedponoros (ISN) u
MexayHapoaHo Accolranuu AeTCKUX He(ppoIoroB
(IPNA), mpemyaraet, B COOTBETCTBHH C BBIIIEU3IIO-
JKEHHBIMU TIOJIOKEHUSMU, P Mep, HallpaBIEHHBIX
Ha yIy4IIeHHus Mpolecca nepeBoaa MalueHToB C 3a-
00J1eBaHUAME TIOYEK BO B3POCIYIO CETh MEUIIMHCKON
romoru [29, 30].

Ipu3siB k c60py HHPOPMALUM U AeHCTBHIO

YuuThiBas ysI3BUMOCTbD JIeTei ¢ 3a00JIeBaHMSIMH I10-
YeK, B TOM YHCJIe BIMSHHIE 3TUX 3a00JIeBaHUi Ha POCT
Y pa3BUTHE, a TAKKe Ha OyAyIIyIO B3POCIIYIO KU3Hb, U
MIPUHUMAs BO BHUIMaHUE, YTO B Pa3BUBAIOIINXCS CTPa-
Hax 3HaYUTENbHAs YacCTh JACTCH UCITBITHIBAIOT ICPHUITUT
MEIHUIIMHCKONW MOMOIIH, BCceoOIlee MpocBelleHne
KpaiiHe Ba)KHO JUIsl IIepEOPHEHTAIMU CYIIECTBYIO-
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IUX CBs3EH 1 mocneayromux nercrauii [31, 32]. Bee
YCWJIHSI JOJDKHBI OBITH HANpaBiCHBI HA YKPEIICHUE
PETHOHAEHOTO U MEXIYHAPOIHOTO COTPYIHUYICCTBA
1 oOMeHa UICIMHU MEXKIY MECTHBIMH IMOYCUHBIMU
dbongamu, mpodecCuOHATBHBIMU COOOIIECTBAMH
U APYTHUMH HEKOMMEPUYECKUMHU OpraHU3aAlHUSIMU, U
rocyapcTBaMy M IPaBUTEIBCTBAMHU C TEM, YTOOBI
COJICCTBOBATh PACIIMPEHUIO BO3MOKHOCTEHN BCeX 3a-
WHTEPECOBAHHBIX CTOPOH IS YIIYUIICHUS 300POBBS,
Oyaromosydns M KauecTBa KU3HU JeTel ¢ 3a00ieBa-
HUSMH TI0YCK, U 00eCTIedeHUs MPOAOKUTEILHOCTH
WX JKH3HU B 3pEJIOM BO3pacTe.

Opnnako Mo HemaBHEro BpeMeHH KoHcencyc BO3
10 HeMH(EKIIMOHHBIM 3a00JICBAHUSM BKJIFOYAJT TOJILKO
CEPJICUHO-COCYIMCThIC 3a00JIeBaHus, pakK, A1adeT U
XpoHHUYecKHe 3a005IeBaHUs JIETKUX, HO HEe 3a0o0JeBa-
Hust ouek [33, 34]. K cuactblo, riodasibHast KaMIIaHUs
ISN yBenuanacs ycriexom — [Tonutuueckas Jlexmnapa-
LU 0 HeMH(EKIIMOHHBIM 3a00JICBAHUSIM, YTBEPKICH-
Has Ha cammuTte Opeanuzayuu Obveounennvix Hayuii
B 2011 romy, Terepb BKITIOUaeT 3a001eBaHMS [TOYEK 11O
myakrom 19 [35].

IIpocBemenre U MOBBIMICHUE OCBEIOMICHHOCTH
0 3a00JICBaHISIX TIOYEK, B IIEJIOM, U OOJIE3HSIX MOUCK
B JIETCKOM BO3pacTe, B YaCTHOCTH, COITIACYeTCs C 3a-
nmagamu BO3 11o cHIYKeHHIO CMEPTHOCTH OT HeMH(peK-
IIUOHHBIX 3a00JIEBaHUN ¢ TOMOIILI0 10-11eTHEN HHHU-
[IMATHUBBI TOMYJSIITUOHHOTO yPOBHS, HANPaBICHHOMN
Ha M3MeHeHHs o0pasa *KU3HH (BKJII04Yasi OrpaHUYeHHE
KypEHUS U yIIOTPEOICHUS AJIKOTOJISI, KOHTPOJIb ITOTpe-
OJICHUS COJIU U KOHTPOJIb KAJOPUHHOCTH MTUTAHUS) U
npoBezicHre dPPEKTUBHBIX BMEIIATEIbCTB (BKIIIOYAs
KOHTPOJIb apTepHATHHOTO JaBJICHUS, XOJCCTepHHA
U mukemun). HeoOXoauMbl cepbe3HbIe YCUITUS IS
pEOpraHn3alvi U PACIITUPEHUS MEK TUCITUTLTHHAPHBIX
B3aMMOJIEMCTBUM C aKIIEHTOM Ha paHHEE BBISBICHUE
U nedeHne 3a0o0eBaHui Tovek y geteid. [Tockombky
IPOOJIEMBI, CBSI3aHHbIE C 3a00JIEBAaHUSMH ITOYCK, MOTYT
OKa3aThCsl OTOABUHYTHIMU HA 3aHUN TIJIaH JPYTHMH
HEUH(EKIIMOHHBIMU 3a00JICBAaHUSAMH, 00JI€€ BaXKHBIMU
JUTSL 37[paBOOXPAHEHUST — TAKUMH KakK THUa0eT, pak u
CePACUYHO-COCYANCTHIC 3a00JICBAaHUS, HAIIN YCHIIUS
JIOJDKHBI OBITh HAIlpaBJICHBI HA MOBBIIICHUE 3HAHHUN
1 OCBEJOMJICHHOCTH O TAKHX MEPEKPECTHBIX COCTOS-
HUAX, KaK KapAROPEHAIBHBIN CHHAPOM; O TII00aTbHOMN
npupone XBII u TI[TH kak ocHOBHBIX HEMH(EKIINOH-
HBIX 3200JICBAHMSIX; U O POJIM 3200JICBaHUI ITOYEK KaK
JIOTIOJIHUTEJILHOTO (PaKTOpa B YMHOKCHHH OpeMEHHU
OoJe3Hel npu Apyrux HEeWH(EKITMOHHBIX 3a00JeBa-
HUSX. JJOCTHKCHUIO BBINICYKA3aHHBIX IEICH MOTYT
MOCITY)KUTh OUIATIbHBIC JOKYMEHTbI, BKITFOYas! KOH-
CEHCYCHBIC CTAaThU, U JCTaJIbHBIC 0030PHI IKCIIEPTOB
MHpPOBOTO Kitacca [36].
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PEDEPAT

3HaunTEeNbHbI NPOrpecc B NOHMMaHUK NPUPOALI 3TOr0 3a60neBaHns B NocnenHee AeCATUNETME NO3BONSIET FOBOPUTL O
remMoIMTUKO-YPEMMUYECKOM CUHAPOME Kak O reTEPOreHHOM rpynne 3abonesaHnin, OTHOCALLMXCSA K OAHOMY KacCy TPOM-
60TUYECKMX MUKPOAHTMOMNaTNIA, XapakTepU3YyHOLLMXCSA pasMyHOM 3aTUoNorven n natoreHesomMm. NpeacraBneHHbIn 0630p
NOCBSILLEH Hanbonee pacnpPoCTpPaHeHHO! GopMe reMoSIMTUKO-YPEMNYECKOM CUHAPOMA, aCCOLMMPOBAHHOMO C LWnra-
TOoKCuH-npoayumpyiowen E.coli (STEC-I'YC). O606LeHbl NOCAeaHne AaHHble, Kacalowmecs 3TMONorMm, natoreHesa n
Tepanum TUNUYHOTO FEMOJINTUKO-YPEMMYECKOrO CUHAPOMA C aKLLEHTOM Ha MexaHU3Mbl peanm3aumm Natonornyeckoro
npouecca v HoBble NOAX0Abl K Tepanuu.

KnioueBble cnoBa: reMONUTUKO-YPEMUYECKUIA CUHAPOM, TpOM6OTVI‘-IeCKaﬂ MUKpoaHrmonatud, Wwmnra-ToKkCuH, remonn-
Tnyeckasd aHeMund, TpOM6OLI,I/ITOI'IeHI/IFI, OCTpOeE noBpexXxaeHme rno4vek.

ABSTRACT

Based on significant progress in understanding the disease pathogenesis in the past decade hemolytic-uremic syndrome
is appear to be heterogeneous group of diseases from the class of thrombotic microangiopathy with different etiology and
pathogenesis. This review is dedicated to the most common form of hemolytic-uremic syndrome associated with Shiga
toxin-producing E.coli (STEC-HUS). We summarized the latest data about etiology, pathogenesis and therapy of typical
hemolytic-uremic syndrome with a focus on the mechanisms of the pathological process and new therapy approaches.

Key words: hemolytic uremic syndrome, thrombotic microangiopathy, Shiga toxin, hemolytic anemia, thrombocytopenia,
acute kidney injury.

BBEAEHUE

CoBpeMeHHOE TIpEACTaBICHHE O THUITUYHOM
reMoauTuKo-ypemuueckom cunapome (I'VC) chop-
MupoBasiochk okono 30 ner Hazan. Onpenensronmum
sSBHIIOCH OTKphITHE M.A. Karmali u coaBr. (1983) 1u-
ToTOKCcHHA Escherichia coli [1], mo3nHee Ha3BaHHOTO
[IUTa-TOKCMHOM W OKa3aBIIUMCSI OCHOBHBIM ITaTOTe-
HeTHYeCKNM (haKTOpOM pa3BUTHA CHHIpoMa. Hecmo-
TPsl HA YCTaHOBIICHHYIO STHOJIOTHIO U 3HAYUTEIbHBIN
mporpecc B MoHUMaHuM narorenesa, I'YC ocraercs

Toncrosa E.M. 127473, Mocksa, yi. lenerarckas, 1. 20, crp. 1. Teun.:
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OJTHOW W3 TJIABHBIX MPUYUH OCTPOTO MOBPEIKIICHUS
IIOYEK y ACTEH 10 5 JIET ¢ PUCKOM pa3BUTHUS apTepU-
QIBHOW TUTIEPTEH3UHU U XPOHUYECKOM O0NIe3HN OYEK
B panbHeiem [2]. 3a6oneBaemocts I'YC cocraBis-
et ot 0,2 10 4,28 na 100 000 meTcKoro HacelICHHS B
rojl B MHUpE, a JETAIbHOCTh B OCTPBIA MEPHO KOJIe-
omercs ot 2,5 mo 12% [3].

Omnpenenienue u kiaccuuramnus

STEC-T'VC (Shiga-toxin E.coli — acconunpoBaH-
weiil ['YC, Tunnunsiii ['YC) — 310 ocTpoe 3abosera-
HUE, XapaKTepHU3yIoIlleecs: pa3BUTHEM HEHMMMYHHOMN
MHUKPOAHTMONAaTUYE€CKOM Te€MOJIMTUYECKON aHEeMUH,
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TPOMOOITUTONIEHUH U OCTPOTO MOBPEKICHUS IMOYEK
(OIIIT) Ha doHe nHDEKIUOHHO-00YCIIOBICHHON A1a-
peu B mpoapoManibHoM nepuoze [4]. Bropudnsrii o
OTHONICHUIO K MH(EKIINH, BEI3BAHHOW YHTEPOreMOp-
parudeckot Esherichia coli (E.coli), nmpomytuupyto-
mei mura-tokcu, STEC-I'YC saBnsercs Hanbosee
4acThIM BapwaHToM 3aboneBanus y aerei (90-95%
CIIy4acs).

D10 3a00JeBaHNE OTHOCUTCA K KJaccy TpoMOo-
THyeckux Mukpoanrnonaruii (TMA), coBpemeHnHas
KiaccuuKanus KOTOPbIX, TpeiokenHas European
Paediatric Research Group for HUS B 2006 romy,
npuBesieHa B Tabmure [5]. Tepmun arunuunsiil ['YC
(al'YC) ucnonp3yercst a1t 0003HAYCHUST CUHIPOMA,
HE CBSI3aHHOTO ¢ TshKeNbIM aeduinnrom ADAMTSI13
win STEC-unHdekiued u ConmyTCTBYIONUMHE 3a00-
JICBaHUSIMH, U aCCOIIMUPOBAH C aHOMAalMel OeIKOB-
PETyIATOPOB AKTHBHOCTH AJBTEPHATHBHOTO MYTH
KOMITJIEMEHTa WJIM aHTUTENaMU K (haKTOpy KOMILJe-
menta H (CFH). Ota ¢popma 3aboneBanus BcTpeyaeT-
cs B 5-10% ciyuaeB [6]. 3BecTHBI 0coOBIE (OPMBI
I'VC ¢ unpiM naroreHe3oM, 00yclOBIEHHbIE HH(DEK-
LUsAMHU — 3T0 Streptococcus pneumonia-CBS3aHHBINA
I'YC u HIN1/rpunmn-acconunpoBannsiii ['YC, B paH-
HeM geTtckoM BospacTe I'YC moxeT ObITh 00yciioB-
JIeH Hace[ICTBEHHOW IMaToJIOTHEeH, BKIIOYas METHII-
MaJIOHOBYIO anuieMuio (e(eKTHbI MeTadoau3M
kobamamuna C) u I'YC, acconumpoBaHHbII ¢ MyTa-
nueit puarmirnuiepoinkunassli-€ (DGKE) [7, 8].

[Tatomopdoioruueckoit ocuooir I'YC siBisieTcst
TpomboTHueckas mukpoanruomnats (TMA), kotopas
MPOSBIISIETCA YTOJNIIEHHEM M BOCHAJICHHEM CTEHKU
apTepuosl ¥ KamWwUIsIpoB, HaOyXaHHEM 3HI0TEITHO-
LIUTOB W OTACIICHUEM WX OT 0a3ajabHOM MEeMOpaHHI,
paciipeHreM CyO03HI0TeINaIbHOIO MPOCTPAHCTBA,
a TaKkKe OKKIIIO3MeH MpocBeTa COCylI0B TPOMOOIH-
TapHbIMH TpoMmbamu [9]. Uepe3 HECKOIBKO MECSIICB
nocise nepeHecenHoro tunuyHoro I'YC B Hedpobu-
orrarax oOHapyxuBaeTcst ckiepo3 15-20% rome-
pyn [3]. Hapsny ¢ mopaxkeHneM Ho4eK, B MaTOJIOTH-
YEeCKUH MpoIlecc MOTYT BOBIIEKATHCS COCYIbI MO3Ta,
MOKEITYJIOUHOM Kelle3bl, HaJlMoueuHUKoB. Kpaitneit
CTETIEHbIO TJIOMEPYJSIPHOTO TOPAKEHHS SIBIISETCS
pa3BUTHE HEKpPO3a KOPTUKAJIBHOTO CJIOS IMOYEK, KO-
TOPBIA MOYET OBITH 0YaroBBIM HJIK pexe Tuddys-
HBIM M 3aTparvuBaTh BECh MOBEPXHOCTHBIH KOPTEKC.
[Ipu Tununyaom I'YC taxke MOKET BCTpeuaThCsl THIT
aprepuossipgoii TMA. B atoMm ciydae npeumyiie-
CTBEHHO IOPaXEHBI apTEepPHONbl U HHTpaTobapHbIe
apTepuy C UHTUMAJIBHBIM OTEKOM, HEKPO30M apTepH-
OJISIPHOI CTEHKH, CY’)KEHHUEM TPOCBETA U TPOMOO30M.
[momepynbl UIIEMHU3UPOBAHBI U CMOPIIEHBI C pac-
LIEIUVICHUEM KallMJUBIPHOM CTEHKM M MOPIIMHHMCTON

[JIOMEpYJISIpHOM Oa3anbHON MeMOpaHoit. [Ipu Takom
MOBPCKIACHUN OTMEYACTCA TsKEIIasd apTepHaibHas

runeprensus [10].
Tabnuua 1

Knaccudukauua ryC, TTMN v nogo0OHbIX
3aboneBaHui

Stuonorus yCTaHOBJIEeHa

1. | MndekunoHHOM aTronorum

(a) bakTepuu, npoayumpyoLwme wnra- n BEPOTOKCUH
(wura-noao6HbIV TOKCKH)

(b) Streptococcus pneumoniae, HelipaMmHMaasa, aKCcno-
3numa T-aHTUreHa

2. | HapyweHwue perynsumm komnaemeHTa

(a) leHeTnyeckn 0OYCNOBAEHHbBIE HAPYLUEHUS perynsunmn
KOMMeMeHTa

(b) MprobpeTeHHbIe HapyLLEHWS PEerynsLmMmn KOMMIeMeHTa,
Hanpumep aHTuTena Kk daktopy H

HepoctatoyHocTb ADAMTS 13, MeTannonpoTenHasbl dak-
Topa ¢doH BunnebpaHaa

(a) reneTnueckne nedexktol ADAMTS13

(b) MpnobpeTteHHas HegocTaToyHOCTb ADAMTS13; ayTo-
WMMYHHasi, MHAYLMPOBaHHas ekapcTBamum

4. |HapyweHne metabonmama kobanammHa

5. | XMHVMH-NHAYUMPOBAHHbIN

KnuHnyecku accouuuposaHHblﬁ, 3ITnoNornsa He yctaHoBe-
JNieHa

6. | BUY-nHdbekumns

3110Ka4eCTBEHHbIE OMYyX0/u, XUMuUoTepanus, ny4yesas
Tepanus

7.

8. | IHrMbuTOopbl KaNbLUMHEBPUHA, TPaHCMIaHTaumns

BepemeHHoCTb, HELLP-cMHOpOM, opanbHble KOHTpauen-
TVBbI

CucteMHas KpacHasi BofldaHka, aHTUdocHoNMNUaHbIN
CUHOPOM

10.

11. | Thomepynonatun

12. | CeMeiHbIi, He oTHoCAWMnCA K 1.2

13. | Heknaccnonumpyemeiin

Smuaemuonorus STEC-I'YC

3aboneBaemocts STEC-I'YC B Mupe, B cpeiHem,
coctasisgteT 2,1 mHa 100 000/rox ¢ HamOoOJIbIIEH Ya-
crotoil y aereit o 5 net (6,1 ma 100 000/romx) u co
cHmkeHueM takoBoit o 0,5 Ha 100 000/ronm cpenu
B3pocibix [11]. 3aboneBaemocts I'YC B pesynbrare
STEC-undexuunn s ceporuna O157:H7 cocrais-
eT 3-7% B ciyyae copaguyecKoil 3a001eBaeMOCTH
u 20% npu snugemuueckoir popme [12]. Mmerotces
pasyinuus B BO3PACTHOM aclieKTe 3a001eBaeMOCTH TH-
nuyHbM ['YC. Tlo naHHBIM IPOCIEKTUBHOIO HUCCIIE-
nosanus B CIIA, npu 3apaxenun STEC-undexuuneit
y nereit no 5 ner ['YC pazsuics B 12,9% ciydqaes,
ot 5 10 9,9 roga B 6,8% u y nereli crapue 10 ner — B
8% [13].

Yactora BcTpeuaemoct ['YC Oombiie cpenu
CEJbCKOTO HAceJIeHWs, a B JHIEMHUYHBIX paioHax
(Aprentune u Ypyrsae) mocruraer 3HaueHui 10,5
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Ha 100 000/rox. s tunmunoro ['YC xapaktepHsl
SMUIEMUYECKUE TOAbEMbI 3200I€BaEMOCTH B TIEPUOT
C HIOHS TIO CEHTAOph M criopagudeckue ciaydau [14].
B Poccun Benbimku ['YC peructpupoBaiucsk B Mo-
ckoBckoM, [ToBomkckoM pernonax, Omcke, FiBaHoBo.

Itnosorust STEC-I'YC

B 45-80% cmydaeB SHTEPOKOIUT B MPOIPOMATTh-
HoMm nepuoze I'YC BwI3bIBaeTcs cepotunom FE.coli
0157:H7, oTnin4aomuMcs OT JIpyrux ITaMMOB He-
CIOCOOHOCTBIO (pepMeHTUPOBaTH copOuToi. Takxke
UACHTU(QHUIMPOBAHEl W JPYrHe SHTEpPOreMopparu-
yeckue ceporunsl E.coli (EHEC), mpomyupyronue
mura-TokcuH (Stx) u crnocoOHble BbI3BaTh [ YC:
026:HI11/H— (BTOpO# MO 4YacTOTe BCTPEYAEMOCTH
stronoruueckuii paxrop Tunuanoro I'YC B Espore),
O157:H—, O145:H28/H—, O103:H2/H— u O111:H8/
H—-[8, 15-18]. Otmeueno, uto ['YC BcnencTue nH-
(dhexmum, BeI3BaHHOM E. coli O157:H7, Xxapaktepusy-
eTcsi 6onee GIArONPHUATHBIM MPOTHO30M IO CpaBHE-
HUIO C IPYTHUMH cepoTumnami [14].

EcrectBennniM pesepByapom E. coli 0157:H7 sB-
JISTIOTCST KPYIIHBIM pOTaThIi CKOT, KO3bI M OBIIBL. 3a-
pakeHue YeJIOBEeKa MPOUCXOJUT MPHU YNOTpeOIeHUN
3arpsI3HEHHOT0 HEIOBApEHHOTO MsACa, HEMacTepu30-
BAaHHOTO MOJIOKa WJIM MOJIOYHBIX NMPOAYKTOB, BOIBI,
(hpyKTOB MM OBOIICH. BO3MOXKEH Tak e BTOPHYHBII
nepeHoc MHQEKINU OT YeJIoBeKa K yesoBeky [19].

Omnucanbl cirydan ['YC, BhI3BaHHBIC IITaMMaMU
sHTeporemopparuueckoit E.coli (EHEC), ne mpo-
nyuupytommu Stx. IIpu atom passutue I'YC, mo-
BUJIIMOMY, OTIpENIENseTCsl JPYyrUMH  (aKTopamu
BUPYJIEHTHOCTH OaKTepHil: IUTONETaIbHBIN pa3phIX-
o TokcuH V (CDT-V), remonmsun (EHEC-
hly) u cyOTmnasnsiii nntorokeun [20].

B paszBuBaromuxcs crpaHax Asun u Adpuxu
B 13% cnyuaeB mmrensesa, BbI3BaHHOTO Shigella
dysenteriae 1 Tuna (SD1), pazsuBaercs ['YC ¢ Tsxke-
JBIM TeueHueM, B 36% ciydacB 3aKaHIHBAIOITHIICS
netanbHO. [IoMHMO MaTOreHHOTO JIEHCTBHS TOKCHHA,
cama Oakrepus SD1 obnanaeT SHTEpOHMHBA3UBHBIMHU
CBOICTBaMHU, BBI3bIBAsI OAKTEPUEMHIO U CENTUYECKUI
mok [21, 22]. B nuteparype BCTpedyaroTcsl €IUHUY-
HBIE COOOIICHUSI O JPYTHX ITHOIOTHYECKUX (HaKTO-
pax I'VC, nanpumep Clostridium difficile [23].

B utone 2011 . Bo Bpems Bcubitiku ['YC B I'ep-
MaHUM OBIT WJISHTH(QHUIMPOBAH paHEe HEU3BECT-
HbI ceporun suTepoarrperatuBHoil (EAEC) E.coli
0104:H4, nponymupytomieit Stx [24]. ['enomnas mo-
cienoBarenbHOCTh E.coli O104:H4 na 93% coBna-
naet ¢ nmocnenoBarenabHocThio EAEC, mosTomy atot
mraMM c(OPMUPOBAJICS TYyTEM TPUHOOpeTeHus Stx
koaupyroiero (ara maroreHHbiM mramMmmom EAEC.
B nomonmHenwe K MpOAYKUMH StX, HIEHTHYHOTO
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EHEC, E.coli O104:H4 oGnamaer CIOXHBIM Mexa-
HU3MOM, KoTophsIi o3BossieT EAEC cBsi3piBaThCs coO
CTCHKOW KHIIIEYHHUKA, YTO MOXKET IPHUBECTH K Oolee
JUTMTEITLHOM KOJIOHU3AIIUH KUIIICYHHKA U BBIJICIICHUTO
TOKCHHA B COCyaUCTOE pycio [25]. UckimountenpHas
BUpYJIEeHTHOCTH mTamMma O104:H4 nonrBepxaaercs
HEeONaronpusTHBIMU MCXOJAaMH BCITBIIIKK B [epMa-
HuH B 2011 rogy mo cpaBHEHHIO CO BCEMH paHee OTH-
CaHHBIMHU BelblikamMu uHbexu E.coli O157:H7 u
JIPYTUX SHTEPOTeMOpPParniecKux mrammos [26, 27].

Kaaccnpuxamus Stx

[TpoToTHIIOM 1eNION TPYIIIBI CTPYKTYPHO U (PyHK-
[IUOHABHO ONM3KUX MPOTEMHOB, OOPA3yIOMIUX Ce-
MEHCTBO StX, SBISIETCS TOKCHH BO30ymmTenst OakTe-
puanbHOU nuseHTepun Shigella dysenteria mun 1
(mamouka I'puropseBa—lllura). Dra OGakrepus Obuia
OTKphITa AMoHCKUM BpadoM Kuécu Ilura B 1898 .
[28]. Ilozgaee wepe3 mATH JET B IKCTPAKTE, MOIY-
YEHHOM TI0CJI€ ayTOJM3a YMCTON KyIBTYphl JAHHOTO
MUKp0Oa, ObUT BBISIBIICH TOKCHH, KOTOPBIH MOCIIe BHY-
TPUBEHHOH MHBEKIIMN KPOJIHMKAM BBI3BIBAJ y HUX I1a-
payiny KOHEYHOCTEH U cMepTh [29]. DTOT TOKCHH ObLT
Ha3BaH «HEHPOTOKCHHOM». B manpHelIeM ObII0 mo-
Ka3aHO, YTO MUIIEHBIO StX, Mpex/e BCEro, sSBIsIeTCs
SHIOTENA MUKPOIMPKYIATOpHOTO pycia [30].

B 1977 . J. Konowalchuk et al. oTkpbu1n, 4TO M30-
JATHl HEKOTOPBIX IMTAaMMOB Escherichia coli conep-
AT LUTOTOKCUYECKHH (akTop, crocoOHBIH yOUTH
KYJIBTYPY TaK Ha3bIBAEMBIX Vero-KJIeToK (JIMHUSI Kiie-
TOK, TIOJYYEHHAasi U3 SIUTENUsI MOYKH adpUKaHCKOM
3eJIeHON MapThIIKH). brmaromaps 3ToMy CBOHCTBY
TOKCUHY OBLIO maHO Ha3BaHue «Bepotokcuny» [31].
OTH e aBTOPHI BBISBUIH JIBa MOJICKYJISIPHBIX Bapu-
aHTa ATOTO TOKCHHA (BEPOTOKCHH | M BEPOTOKCHUH 2)
1 TIPENTONIOKIIIN CYIIIECTBOBAHME IIEJIOTO CEMENCTBa
BEepOTOKCHHOB [32]. Bckope ObuTO M0Ka3aHO, YTO
MPOAYIMPYIONINE BEPOTOKCHH mTaMMbl E.coli (Vero-
toxin-producing E. coli — VTEC) cmocoOHBI BBI3BI-
BaTh reMopparndeckuii kot [33] u I'YC [1]. B ot
xe romael A.D. O’Brien (1983) unentudunuposan y
HEKOTOPBIX ITaMMOB E.coli TOKCHHBI, ONHU3KUE IO
CEpOIOTHYECKNM CBOMCTBAM StX TU3EHTEPUITHOMN ma-
JIOYKH ¥ Tipeanioxkui TepMuH «llura-rokcnn — mpo-
nymupytommast E.coli » (Shiga toxin-producing E. coli
— STEC) [34]. B mocnexaytomiem 0110 00HAPYKEHO,
41O StX HJIEHTUYHBI paHee ONMMCAHHBIM BEPOTOKCHU-
HaM 1 TepMuH «STEC» cram ynoTpeOnsiThesi 3HaYH-
TenpHO vare, ueM TepMuH « VTEC [35].

Bce Stx, oOmamas CXOZHBIMH CTPYKTYypPHO-
(GYHKIMOHABHBIMA ~ XapaKTEPUCTHKAMH,  Pasiiv-
YalOTCsl aMHUHOKHCIIOTHOHM ITOCJIEeZ0BaTeNbHOCTHIO,
OMONOrMYecKod aKTUBHOCTBIO M CEPOJIOTMYECKON
peakTUBHOCTBIO. {11 TOTO, 4TOOBI CTAaHAAPTH3UPO-
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Barh HOMeHKHarypy Stx, F. Scheutz et al. cozmanm
KJIacCU(HUKAINIO, OCHOBAaHHYI0O Ha (uioreHeTndye-
CKHX OCOOEHHOCTAX aMHHOKHCJIOTHOIO CHKBEHCA.
ComnacHo 3Tol Kiaccudukaiuu, TepMuH Stx (0e3
MOPSAIKOBOTO HOMEpa) TNPUMEHSeTCS TOJBKO JUIs
TOKCHHA, TNpoayuupyemoro Shigella dysenteriae, a
Stx- moaTuIbl, BeIeassemMbie E. coli , 0003HaYarOTCS
Stx, , Stx,, Stx,, Stx, , Stx,,, Stx,, Stx, , Stx,, Stxzf
u Stxzg [36]. DTa knaccuduKkaiys mone3Ha He TOJb-
Ko J1st Omosoruueckoi xapakrepuctuku STEC, Ho u
JUTS KITMHUYECKUX 1eNed, Tak Kak OT StX-TIoATHIIA 3a-
BUCAT OCOOCHHOCTH SMUIEMUONIOTHH, TSKECTh MPO-
SIBJICHUI WH(EKIIMOHHOTO TIpoliecca W MCXof 3a0o-
neBaHud. Tak, HampuMep, yCTaHOBIIEHA KOPPENIALUs
Six, €O 3HAYMTENLHO OOJIEE BHICOKMM PHUCKOM pas3-
sutust ['VC, B 10 Bpems kak Stx, , Stx,, Stx, , Stx,,
Stxz_ M Stng UMeEIOT 60Jiee HU3KYIO TAaTOTeHHOCTS [37,
38]. Heckonbko HeJaBHUX MCCIIEAOBAHUI OIIpeIeNnn-
JIM CBSA3b MEXIY StX-IIOATHIIOM U 3IUAEMHOJIOTHYe-
CKMMHU O0COOEHHOCTAMHU. BbITO yCTaHOBJIEHO, YTO OT
Stx-moaruna 3aBucut creneHs BolaeneHuss STEC Bo
BHEIIHIOIO CPEeAy M, CIIeZI0BAaTeIbHO, PHUCK Iepena-
qu 4yenoBeky [39]. U xoTs OONBIIMHCTBO MOITUIIOB
ObUIH BIIEpBBIE OOHAPYKEHBI Y KPYITHOTO POTaToro
CKOTa U B MPOJIYKTaX M3 TOBSAMHBI, HE BCE IITAMMBbI
SIBJISIFOTCSI IPEUMYIIIECTBEHHO «KOPOBBUMU U OBIYbH-
mu» [40-44]. Hanpumep, Six, yacto oOHapyxuBa-
ercs B pexanusax osen [42]; Stx, — 4acThiii BapuaHT
STEC, npuBomsmel k OTEYHONW OOJE3HM CBHHEH
[45]; Stx o OBLT BBIJICTICH B HCTIPAXKHEHUSAX TUKHUX TO-
nmyOeit [46]. BapnabenbHOCTh MEXKIY StX-TTOATHIIAMHU
HEOOXOAMMO YYUTHIBATh MPH JIa0OPaTOPHON TUATHO-
ctuke STEC. Hampumep, HegaBHo B Humepmanmax
IIPH HCCIIEJOBAHUU PACIPOCTPAHEHHOCTH TOATHUIIA
Stx,, acCOLMUPOBAHHOTO ¢ Ooee JIETKMM IPOTEeKa-
nueMm STEC-undexiun, Obiia BBISIBIICHA 3HAYUTEIIb-
HO OoJbIIasi, YeM 0XKHIaJO0Ch, PACIIPOCTPAHEHHOCTD
sroro mramma [47]. Bo uzbexaHnue rumoguariocTH-
KH B HACTOsIIlee BpeMsl PEKOMEHYeTCs IIPU Omperie-
nennn STEC ¢ momompro TP oxBaTeiBath Bee Stx-
TTOJITHIIBI.

CTpyKTYypa U MeXaHU3M JeiicTBus Stx

Stx mpenacTaBiIsoT co00i OETKOBBIC KOMIUICKCHI,
opranuzoBannbie B AB.-cTpykTypel. Onu cocto-
AT W3 OTHOW CyOBCOUHUIBI A, KOTUPYEMOH TCHOM
stxA, ¢ MonekysipHoit Maccoir ~32 kDa, oOycnas-
JMBAIOIICH SH3MMATHYECKyI0 AKTHBHOCTh TOKCHHA
U TSTH KO CyOBenmuHUIBI B, KomupyeMmoit reHoM
stxB, ¢ monekyasipHor Maccoit ~ 8 kDa. Kaxnmas
B-cyObemunumiia coneput JBa (yHKIIMOHAIBHBIX JI0-
MEHa: PEeIeNTOP-CBI3bIBAIOIINI JTOMEH, OIMpEeaesio-
LM TPOIIU3M MOJIEKYJIbl TOKCHHA K OIpPEAeTIeHHBIM
KJIETKaM; U TPaHCIOKAIIMOHHBIA JIOMEH, JOCTaBJISIO-

i A-cyObeAMHUITY Yepes3 IMITUIHBIN CIIoi Ha T1a3-
MaTU4YeCKyl0 MEeMOpaHy WM B JHAOCOMY KIETKH-
MuiieHd. Kpome B3auMoneucTBUA C pelenTopom
KIETKU-MUIIIeHH, B-cyObeannuia uMeer eme OaHy
BaXHYIO (DYHKIMIO — TIPEIOXPAHUTENS, TIPEAOTBpa-
IIAIOIIET0 «CIIy4allHbIA BeICTpem». OHa SKpaHHpyeT
(depMeHTaTUBHYIO CYObEIUHUILY, UCKITIOUasl CITydai-
HOE ee B3auMoJIeiicTBHE ¢ cyOCTpaTroM B COOCTBEH-
HOHM KJIETKE W 3a MpefeiiaMHu KICTKU-MUIeHu [48].
Kaxnas B-cyObpenunuiia mMeeT TpU caiiTa CBSI3bIBa-
HUSI, KOTOpbIE CIEeNU(PUISCKH B3aUMOJICHCTBYIOT C
KO OCHOIUITUIOM TTOBEPXHOCTH KIIETOK I1000-
tpuasmiuepamuaoM (Gb3Cer), mmpoko mpeacTas-
JICHHBIM Ha SHJIOTEIMANBHBIX KIETKaX MUKPOIUP-
KyJSTOPHOTO pycila U OCOOCHHO B IOYEYHOW TKAHU
[49]. Tocine cesi3biBanus ¢ Gb3Cer Stx moaBepraercs
SHAOIUTO3Y U MOMNaJaeT B TPAHCIIOPTHYIO CETh arma-
para l'onbku. TOKCHH IEPEHOCUTCS Aajiee IO PeTPo-
TpaHOMYy IyTH M OKa3bIBA€TCS B 3HJOIIa3MaTHde-
ckoM petukyiryme (OIIP) [50], rne u mpoucxomut ero
TpaHCIOKalMA B IUTO30J1b. A-cyObenuHumna Stx co-
nepkut nBa octarka nuctenna (Cys-242, Cys-261),
dbopmupyoIre AUCYIbPUIHYIO CBsI3b. B pe3ynbrare
BO3HHUKAET MeTs, 00pa3oBaHHas aMUHOKHCIOTHBIMU
OCTaTKaMH, PACIOIOKEHHBIMH MEXIY LHUCTEHHAMHU.
[letns pacuienisercss 3yKapuoTUUYECKOM MpoTea3oit
bypuHOM, B pe3ynbrare 4ero oopa3yroTcsi SH3UMATH-
YecKkH akTUBHBIN pparmeHnT Al u pparment A2. Al-
(bparMeHT crienupUUecKn UHrUOUpyeT CUHTE3 Oe-
Ka B DYKapHOTHYECKHX KJIETKax, OTIIEIUISIsI OCTaTOK
ageHuHa B nosurmu 4234 28S pPHK, unaktusupys
pubocoMy H, TaKUM 00pa3oM, 0OpbIBasi CHHTE3 Oe-
Ka, 9TO IPUBOAUT K TuOem kietku[51, 52].

Poab Stx B natorenese I'YC

Pazsutne TMA c¢ u3mo0NeHHON JIoKaIu3aIueit
B IJIOMEpyJiax, KeIyJOYHO-KUIIEYHOM TpaKkTe U ro-
JIOBHOM MO3T€ SBISI€TCS OCHOBHBIM IATOT€HETHYe-
ckum mexanmsmoMm STEC-I'YC. B Tedenne MHOTHX
JIET CUYMUTAIIOCh, YTO StX CIOCOOEH MHHUIIMUPOBATH
TMA TONBKO €IMHCTBECHHBIM CIIOCOOOM, BBI3LIBAs
rHOeIb DHAOTEINAIBHBIX KIETOK OJIOKamoil OeKo-
Boro cuHTe3a. OHaKo B MOCIEIHNE TOABI OBLITH BBI-
SIBJICHBI U IPYTHE BO3MOYKHBIC MEXaHU3MBI JICHCTBHS
Stx. Uepe3 KOpOTKUIl MHKYOAIIMOHHBIN MEPHUOJ TI0-
cie mpuéma nuuy, koHTamMuHupoBanHoit STEC, y
MalMeHTa pa3BUBAaeTCs BOASHUCTAA quapes ¢ abao-
MUHQJIBHBIMH OOJISIMH CHACTHYECKOTO XapakTepa.
OTu HadaJbHBIC HecnenupuyecKue CUMITOMBI elé
HE CBsI3aHBI ¢ JcHcTBHEM Stx M 00yCIIOBICHBI MPO-
neccamu ajaresud STEC k KuIIe4HOMY 3TIUTEIHIO U
TpaHCTIOKAIMeH Pa3IuIHBIX OaKTepHUAIbHBIX TOKCH-
HOB BHYTPb JHTEPOIIUTOB, YTO BBI3BIBACT HapyIlie-
HUE mpoleccoB abcopobuuu B kumeunuke [12]. Emé
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yepe3 1-2 nHsa y Oosblield 4acTH WHQPUIMPOBAH-
HBIX TAIMEHTOB MOSBISIETCS KPOBSHUCTAs TUapes,
ABIAIONIASCA HanboJee YacThIM MPOAPOMATIHLHBIM
cumntomoMm npu I'YC. B martorene3 storo mpo-
mecca yke BOBJEUEH StX, KOTOPBIA COEIUHSIETCS C
Gb3Cer sHAOTENNATBHBIX KJIETOK KalHWJUIIPOB KH-
meunnka [53, 54]. B urore mpu remopparuueckom
KOJIUTE B KUIIEYHUKE OOHAPY)KMBAIOTCS OTEK CIH-
3UCTON U TOJCIM3UCTON 000JI0ueK, TeMopparuu ¢
(hoxanpHBIMU ydacTKamu Hekpo3a u TMA [55]. Stx
croco0eH MpeooeBaTs 0apbep KUIIEYHOTO 3IHTe-
JIUsL, HO JUTISl TOTO, YTOOBI BBI3BATh CUCTEMHYI0 TMA,
eMy HeoOXOAMMO MPOWTH MyTh OT KHUIIEYHHKA /10
IOYeK M TOJIOBHOTO MO3ra. JTa 3ajada peaynsyeT-
csl uepe3 B3auMoJielicTBHE ¢ POPMEHHBIMH dJIEMEH-
TaMH KPOBH, KOTOPOE UMeEeT OOJIbIIOe 3HAYCHHUE I10
nByM nipuyuHaM. C 0JTHOM CTOPOHBI, StX UCTIONb3YeT
KJIETKH KPOBHU ISl COOCTBEHHOW TPAHCTIOPTHPOBKHU
K KiIeTkaM-MutieHssM. C Ipyroit CTOpoHbI — ero mps-
MO€ BO3JICHCTBUE HA 3TU KJIETKU MOXKET MHIYIHPO-
BaTh IMOCJEAYIOIINEe 3BeHbsl maroreHesa. Kak Obuio
[OKa3aHo in vitro, Stx MPUCOEANHSIETCS K SPUTPOIIH-
TaM, MOHOIIUTaM ¥ TPOMOOIMTaM, PUKPEIUISISICh K
Gb3Cer Ha ux noepxuoctu [33, 56—59] u k cermen-
TOSIICPHBIM HEUTpOHIIaM Yepe3 MoKa emé Hen3BecCT-
Heli penenTop [60]. U ecan HeHTpopUIIBI MPUHUMAIOT
camoe HeNoCpeJCTBEHHOE yJacTHe B IepeHoce Stx u
ero mepeaade BoICOKOA(Q(OUHHBIM peLenTopam Ha Io-
BEPXHOCTH SHAOTEIUATBHBIX KJIETOK [61], TO akTUBH-
pOBaHHbIE MOHOIUTHI JEMOHCTPHUPYIOT MOBBIIIEHHYIO
CEKPEIHIO JIBYX Ba)KHEHIINX MPOBOCHATUTEIBHBIX
MenuaTopoB (MHTepIeiikuHa-1 U ¢akropa HEKpo3a
OITyXOJIH-0l), Cpelr MHOXeCTBa 3()(PEKTOB KOTOPBIX
OTMEYAeTCs M CIOCOOHOCTh YCHIJIMBATh IKCIIPECCHUIO
Gb3Cer B miomMepyiiax, 4to AeaaeT KiIyOO4KOBBIH 3H-
JoTenuil emé Oojee YyBCTBUTEIBHBIM K JIEHCTBHIO
TokcuHa [62, 63]. bomnblol MHTEpeC MPeACTaBIAI0T
HOBBIE JJaHHBIE O PONU StX B 00pa30BaHUU LUPKYIH-
pyromux arperatoB (OpMEHHBIX JJIEMEHTOB KPOBH.
JloGaBneHne K 4eroBeuecKOil KPOBH OIHOBPEMEHHO
nByx ¢akropo BupyineHtHocTH STEC, Takux xak Stx
u nunononvcaxapua mramma O157:H7, uanyumpyer
(hopmupoBaHHe TPOMOOLIMTAPHO-MOHOIUTAPHBIX U
TPOMOOIUTAPHO-HEUTPOPHUITBHBIX KJIETOUYHBIX arpe-
raToB, COfIepKalluX akKTHUBUPOBAHHbIE TPOMOOIIUTHI U
neiikouuTsl. Kpome TOro, B 3THUX YCIOBHSIX 00pa3yIoT-
€Sl MUKPOYACTHIIBI TPOMOOIIUTAPHOTO ¥ MOHOLIUTAp-
HOTO TIPOUCXOXKIEHUS, SKCIIPECCHUPYIOIITIE TKAaHEBBIN
(dakTop — KIIOYEBOI akTHBAaTOp 0Opa3oBaHWs (GU-
Opuna. IlpucyrcTBrue Stx B 3THX HHUPKYIUPYIOIIMX
KOMITJIEKCAX SBJSETCS BAXKHBIM J0Ka3aTeIbCTBOM
€ro MpsSMOro BIUSHUS HA (GOPMUPOBAHHE MPOTPOM-
O6otrueckoro coctosiHus y manuentoB ¢ ['YC [64].
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OKCIIepUMEHTaIbHBIM MyTEM JI0Ka3aHO, YTO
KJICTKH SHAOTENUS MOCJIe MHTOKCHKAIIMA MAaJIbIMH,
CcyONeTaNbHBIMM KOHLIEHTPAUMAMU StX HaYWHAIOT
WCTBITHIBATh JIBA THUMA CTpecca: pHUOOTOKCHYECKUN
CTpecc M CTPecc PHIOMIA3MATHIECKOTO PETUKYIyMa
(BITP-ctpecc). Pubotokcnyecknii cTpecc — mpsMoe
cinencreue aemypuHaruu 28S PHK. DIIP-ctpecc
UHUIMUPYETCS HapylIeHHEeM (OJIIMHIa POTCH-
HOB M3-3a BO3CHWCTBUS TOKCMHA Ha OHOCUHTE3 Oel-
ka. PuboTokcmueckuii crpecc BeAET K aKTHBALUU
MUTOTEH-aKTUBUPYEMBIX TPOTEHHKUHA3, YTO IIPHUBO-
JUT K YCWJICHUIO TpaHCKpUNIMU Oonee 25 mpoBoc-
MAJTUTEIIBHBIX [IITOKUHOB, BKIIIOUAsT HHTEPICHKIH-1,
WHTEPIEUKNH-6, MHTEPIEHKNH-8 U MOHOIMTAPHBIN
XeMOTaKcHUecKuil (akTop-1, a Takxke MEenIoro psiaa
MOJIEKYJT KJIETOYHON ajre3uu. [Ipm 3TOM LMTOKH-
HBl CTHUMYJIUPYIOT XEMOTAaKCHC, a MOJEKYJbl aJire-
3ud 00€CTeUnBalOT CBS3BIBAHUE BOCHAINTEIBHBIX
KJIETOK C SHAOTEIMEM, YTO BBI3BIBACT CHUKECHHE
TPOMOOPE3UCTEHTHOCTH JHJOTEIHATIBHBIX KJIIETOK
[65, 66]. Peakuust kieTku Ha Bo3HUKHOBeHUE DIIP-
CTpecca OCYIIECTBISETCS € TIOMOIIBI0 CBO€0Opa3HON
CHCTEMBI KOHTPOJISI KauecTBa (hOJIMHTA IPOTEHHOB,
MPEICTABISIIONIYI0 KOMITJICKC BBICOKOCTICIU(PUIHBIX
BHYTPHUKJICTOYHBIX CUTHAIBHBIX ITyTCH, TOTYyUNBIIAX
naumenoBanue UPR (unfolded protein response). 13-
HavanbHOe Omonoruyeckoe 3Hadenne UPR cocrtout
B BOCCTaHOBIICHUM HopMaibHOW Qynkimu DI1P. Ox-
HaKo StX MHIYIHUPYET CIUIIKOM IMPOAOJDKUTEIbHBIN
OIIP-cTpecc, 3HAYUTEIHHO MPEBOCXOAAIINN 110 CHIIE
aJlarTUBHBIE BO3MOXKHOCTH KJIETKH, YTO 3aIlyCKaeT
Te curHanbHble IyTH UPR, KOTOpBIE aKTUBUPYIOT
a¢dhexropsr anonrosa [67]. Takum 00pa3om, Stx BbI-
3bIBaeT pa3Butue TMA ¢ NOMOILIBIO LIENOTO psijia pa3-
HOOOPA3HBIX BO3JCHCTBHI KaK Ha 3HJ0TEIHAJIbHBIC
KJIETKH, TaK ¥ Ha ()OPMEHHBIEC IMEMEHThI KPOBH. DTH
BO3/ICHCTBUS TI0 CBOCH HAPABICHHOCTH MOTYT OBITH
CTpYMIIMPOBAaHbl B MPOTPOMOOTHYECKHE, TIPOBOCIIA-
JIUTEJIbHBIC U ITpoanonTo3ubie 3¢ dhexrsl [68]. M3yye-
HHUC B3aUMOJEHCTBUSI M HepapXuH ITUX dPdekToB
uMeeT OOoJbIIoe 3HaYeHue i 0oJiee TOYHOTO MOHU-
Mmanus narorenesa ['YC.

Poan cucrembl kommiiementa npu STEC-I'YC

B Hacrosiee BpeMsl MOSBUINCH LETBIA PS ITy-
ONuKaIyii, TOKa3bIBAIOUINX BO3MOXHYIO POJIb B IIO-
BPEXXJICHUH SHAOTENNS aKTUBAIMH aJIbTePHATUBHOTO
IIyTH KOMILJIEMEHTA, YTO MOXKET OBITh CBSI3YIOIICH HH-
ThI0, 00BETUHSIONIEH ONpe/ieTIEHHbIe 3BE€Hbs TaTore-
He3a npu TunuyHoM U atunuunoM ['YC. Hanpuwmep,
OBLT BBISBIICH BBHICOKHH ypOBEHb B IIa3ME€ KPOBHU Y
nereii co STEC-I'YC taknx KOMIIOHEHTOB CHCTEMBEI
KOMIUIEMEHTa, Kak Bb u pacTBopuMbIii MeMOpaHoa-
takyromui komruieke (C, ) [69]. B skcnepumen-
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tansHoi Mogenu STEC-I'YC, Bocnipon3BeAEHHOM Ha
MBIIIAX ¢ JepUIUTOM (akTopa KoMmIuieMeHTa B, He
CIOCOOHBIX aKTUBUPOBATh KOMILUIEMEHT 10 aJIbTePHA-
TUBHOMY IyTH, OTMEYAJIUCh 3HAYUTEIBHO MEHBIIIAS
CTCTCHb TPOMOOIUTONICHUH M CYIIECTBEHHO MECHB-
masi cTerneHb cHikeHus GyHkiun novek [70]. Mme-
IOTCS JIOKA3aTeNbCTBA, YTO StX HEIMOCPEJICTBEHHO Ha
[TOBEPXHOCTH SHOTEIIMAIBHON KJICTKH CBS3bIBACT U
nHakTUBUpYeET (hakrop H, 4TO 3HAUUTEILHO CHUYKAET
CIOCOOHOCTh ATHUX KJIETOK TIPOTUBOCTOSITH JICHCTBHIO
arpecCUBHBIX KOMIIOHEHTOB KomIuieMenTa [93]. Tak-
K€ TIPOIEMOHCTPHUPOBAHO CBsI3bIBaHUE StX2 ¢ ApyTH-
mu wieHamu cemeiicta CFH (CFHR-1) [38]. Stx2
CHIDKAET KCHPECcCHI0 MeMOpaHHOTO Ko(aKTOpHOTO
MIPOTEHHA HA MIOBEPXHOCTHU TIIOMEPYJISIPHOTO SHJIOTE-
aus U osnuTenus kananenes [72]. 1. Arvidsson et al.
(2015) mpogeMOHCTPUPOBAN AKTHBAIIMIO CHUCTEMBI
KOMIUIEMEHTA B MIPOIIecCe HHAYIIMPOBAHMS TeMOJIH3a
Stx2. B ocrpoii (aze 3aboneBaHus Obljia BbISBICHA
noeienHas aenosuiusa C, u C, Ha 3puUTpOIUTAX
B CpPaBHEGHUHM C KOHTPOJIEM, CHIDKABIIAsiCS TOCIE
BEI3ZIOpoBiIeHUs [73]. B omHoOil m3 pabor B 00pas-
[1ax TUTa3Mbl 13 MalMeHTOB, MOMYYEHHBIX B OCTPYIO
¢paszy STEC-I'YC, Obuia BoisiBieHa ancopouus C, u
C, Ha MOBEPXHOCTH LUPKYJIUPYIOMIUX MUKPOYACTHIL
TPOMOOIUTAPHO-MOHOIIUTAPHOTO  MPOUCXOXKIACHHUS
[74]. DxciepUMEHTAIbHO HAa OHMOJIOTUYECKUX MOJIC-
JIAX MPOJEMOHCTPUpPOBana Jenosuius C, Ha 1o10-
LUTaX, aCCOIMUPOBAHHAS C UX MOBPEXKJICHUEM IPU
BozneiictBun Stx2 u JITIC E.coli [75].

Bompoc o ¢akropax, mpeapacrnonararommx K pas-
Butnto ['YC, 10 HAcTOSIIEro BpEMEHU OCTAeTCs OT-
KpBITBIM. OHAKO Bce OOINBINE JAHHBIX CBUACTEIb-
CTBYET O MYJbTU()AKTOPUAIBHON MPUPOJIE JTaHHOIO
cuaapoma. OKa3pIBaeT BIUSHHUE CTETIeHb 00CEMEHEH-
HOCTH OaKTEepHsIMH, TaK KaK KOJUYECTBO CBS3aHHO-
ro Stx KOppeJNUpyeT ¢ BBIPAKCHHOCTBHIO ITOYEYHOTO
noBpexaeHus [76]. Onpenenennoe 3HaYeHNE UMEET
STHOJIOTHUECKUI (PaKTOp: OTMEYECHO, YTO TEUCHHUE
I'YC na ¢one undexnym, Bei3BanHol non-0157: H7
ceporumnamu (Hampumep, E.coli 0145, 026 u O111),
XapaKTEPU3yeTCs XYM IPOTHO30M 10 CPABHEHHUIO
¢ I'VC, Be13Ba"HBIM O0JIee pactipocTpaneHHoil . coli
O157: H7 [77]. llpennocbuikoil pa3nuyHOi BOCIPH-
MMYHMBOCTH MHIUBUIYYMOB K JCHCTBHIO StX MOIyT
CIIY’)KUTh I'€HETHYECCKUE PA3JIMYMsI COCTaBa YKHUPHBIX
kucioT B ctpoennn Gb3 [68].

Kpome toro, dakr, uro STEC-I'YC pa3suBaercs
TOJILKO Y JTOBOJBHO HEOOIBIION YacTH HHQHUITUPO-
BaHHBIX MAIIMEHTOB, 3aCTABJISCT MPEOIOKUTE 3HA-
YCHHE ONPEACIEHHBIX TEHETUYECKUX (PAKTOPOB B Ie-
Hese 3Toro 3aborneBaHus. BrickaspiBaeTcs rumoresa
0 TOM, YTO B YCJOBHSIX TAKOIO MOIIIHOTO TPHUITEPA,

KaKOBBIM SIBISIETCA StX, HEKOHTpOJIHMpYyeMasi aKTHBa-
U KOMIUJIEMEHTa I10 aJIbTePHATUBHOMY ITyTH MO-
JKET pean3oBaTbesi Ha (OHE MPEAPacoNararoiiero
noJauMOppU3Ma TEHOB, KOAWUPYIOIIUX CHHTE3 KOM-
MTOHEHTOB CHCTEMbI KOMIUIEMEHTa, B TO BpeMs, Kak
s pasButus arunuaHoro ['YC HeoOxommma, Kak
MUHHAMYM, MyTaI¥si OJHOTO U3 ATHX reHoB [76]. [1o-
Ka3aHo, YTO MyTallMH B TeHEe TPOMOOIIMTAPHOTO TIIH-
korpotenHa la (GPla) accomumpoBaHbl ¢ BBHICOKHM
puckom pazsutusi I'YC, anomannu 6€JIKOB Perynaro-
poB xomruiemenTa (dakropa H, MCP), BeisiBisiemble
npu al'YC, MOTyT Takke UMeTh 3HaYE€HUE U MIPH TH-
nuuHoi Qopme Gonesnu [78-81]. B skcnepumenTe
Ha OHMOJOTMYECKHUX MOJENSAX MBIIIeH HapylleHne
paboTHI CUCTEMBI BPOXK/IEHHOTO HMMYHHUTETA B BHJIE
mucyaknun MyD88  (IMTO30/IbHBINA  aanTepHbIH
0eJloK, yJacTBYIOIINK B Tepenade curaana ot Toll-
MOJIOOHBIX PELENTOPOB) MPUBOAMIO K PA3BUTHIO TA-
sxkenbix popm I'YC [82].

HenaBHo mokazaHO, YTO HajIM4yMe MOIUMOPQU3-
MOB TEHOB CHCTEMBI T'€MOCTa3a aCCOLMUPOBAHO C
6oree TsoxensiM TedenueMm 1'YC, uro ompenensercs
HE TOJBKO KOJTMYECTBOM MYTAIHi, HO U «IIPOTPOMOO-
TeHHBIM» TOTEHIHAJIOM. BBIpaKeHHOCTh KIMHUYE-
ckux nposeiennii I'YC onpeznensercss «mpoTpoM60-
reHHbIM renotunom» renos MTHFR C677T, ITGB3
C176T, FGBG455A u PAI-1 4G/5G 675 [83].

Taxum 006pazom, ISt peann3aiyy naTolIor ndecKo-
ro mporecca npu I'YC HeoOXogmma COBOKYITHOCTH
BhIIIeonrcanHbiX (akropos. IloaTomy Ha coBpe-
MEHHOM JTare HEeBO3MOXXHO TOYHO MpeicKa3aTh Be-
positHoCcTh passutus ['YC y manuenra ¢ nadeknuei
EHEC. Onnaxo cymecTByIOT KIMHHYECKUE TPU3HA-
KU, IPH HAJTMYUHU KOTOPBIX BEPOSTHOCTH MaHHpecTa-
IIUU CHHJIpOMa TOBBIIIAETCS: BO3pacT 710 5 JIeT, mpo-
JIOJDKUTEIBHOCTD TUapeu 0ojiee 3 MHel, JIeHKOIUTO3
6onee 12x10%/71, moBbimenne ypoBHs C-peakTHBHOTO
Oenka u nporennypust [84, 85]. [lokazano, uTo puck
passutus ['YC yBennumBaeTCsl MPH MUCTIOIB30BAHUT
OaKTepUINIHBIX AHTUOMOTHKOB M aHTHIIEPUCTAIIBTH-
YeCKHX IpermapaTos [86].

Kaunuyeckas kapTuna

B Tteuenun ['YC BBIACHSIOT TIPOAPOMAIIBHYIO
¢a3y u nmeprol pa3BepHyTOH CUMITOMATHKU. B 1ipo-
npoManabHOM Tiepuoae v 90-95% manueHToB oTMe-
gaetcs auapes, y 30-60% — pBoTa, abTOMUHATBHBII
cunapoM [87, 88]. B 70% cnyuaeB cmyctsa 1-2 nus
pa3BuBaetcs remokosuT. R.C. Rahman et al. (2012)
BBISIBUJIN CBSI3b TeMOKOJIMTA B IPOAPOMAJILHOM MEPHU-
one I'YC ¢ Gosee BHICOKMM YPOBHEM JIETAIBHOCTH,
0oJbIIel MPOAOIKUTENFHOCTBIO aHYPUH U YaCTBIM
pa3BUTHEM HEBPOJOTHYECKON cHMITOMAaTuku [89].
Kpome Toro, o nanusiM J.A.Ake et al. (2005), Te-
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yerne I'YC Obuto Gosee OmaronpusTHbBIM y 29 ma-
LIMEHTOB, KOTOPBIM MPOBOAMIACH MapeHTepaibHas
peruapatarus 10 Manudectaruu Tpuaasl I'YC [90].
Taxoke A.Balestracci et al. (2012), Ha ocHOBaHUU pe-
TPOCIEKTUBHOTO aHanm3a 137 merei, ompenenuiy,
YTO Jerujparands TNPH TOCHUTAIU3ALUU CIYXKUAT
(bakTopoM pucKa HEOOXOAMMOCTH TUAIM3HON Tepa-
MM B AanbHekmem [91].

I'YC manudecrupyer uepes 2—14 nueit (B cpen-
HEeM Ha 6-i JeHb) OT Hadaia 3a00JIeBaHUS C YXYI-
IIeHUS OOIIETr0 CaMO4YyBCTBHS, YCUJICHHS BSUIOCTH,
CHIDKEHUS allleTUTa, MOSBICHUS pe3Koil OneqHocTH
U MKTEPUYHOCTH KOKHOTO TIOKPOBA, MACTO3HOCTHU
BEeK W rojicHel [4]. Bo3MOXXHO MOSIBIICHHE TICTEXH-
aJbHOM CBIMH, KXMMO30B, HOCOBBIX M YKEITYIOYHO-
KMILIEYHBIX KpoBoTeueHuid. Kiaccuueckas Tpuana
I'VC mpencraBiena MUKPOAHTHOTIATUYECKON TeMO-
TUTHYECKON aHemuel, TpomOounTonenueit u OIIT.

MuKpoaHrMonaTUYeCKU TeMOJIN3 BO3HUKAET B
pe3yibpTaTe MEXaHWYEeCKOTO TOBPEKICHHS 3PUTPO-
LMTOB TIPU TPOXOKJIEHUH Yepe3 TPOMOOIUTapHBIE
TPOMOBI B MEJKHX COCylax. YpOBEHb I'eMOIIoOnHA
00b1uHO HIKe 80 /71, B Ma3ke nepud)epruuecKon Kpo-
BU BbIABIIgeTCS 1mun3onuro3 2—10%, B OnMoxumuye-
CKOM aHallu3e KpoBM 3HauuMoe nosbiienue JIJI B
OCHOBHOM 3a cueT uzopepmenron JIAT' u JIAL,. Ot-
punarenbHble MpsiMast U Herpsimast peakiun Kymobea
MTOJTBEPKAAI0T HEMMMYHHBIM XapakTep IMpoliecca.
I'unepOunupybuneMus: (3a cyeT HEMPSIMOTO OWIIH-
pyOunHa), cBOOOMHEIN TeMOTIIO0NH, CHIDKCHHUE YPOB-
HS TaNTOIIOOMHA, PETHKYJIOIMTO3 TAKXKE SBIIAIOTCA
HecnenM(UUECKUMHI  MHJUKATOPaMHU  Pa3pylICHUsI
sputpounToB. bonpnmucTBO narueHToB (70%) Hyx-
JIAFOTCSl B TPAaHCQY3USIX IPUTPOLUTHON Macchl [76].
Obparaer Ha ce0s1 BHUMaHUE OTCYTCTBUE KOppes-
LMU TSHKECTH aHEMUHU M CTETIeHU TIOYEYHOTO MTOBPEXK-
JICHHUSL.

TpomOoruToneHus: 3a c4eT MoTpeOIeHus TPoM-
OOILIMTOB B MHUKPOLMPKYISITOPHOM pycie OOBIYHO
ymepenHast, B mpeaenax 50—70 x10°%/m. TToBsImaoTcs
pacueTHbIil 00beM TpomOouuToB (MPV) n mokasa-
TeNb TreTeporeHHocTu TpomboruToB (PDW). Mac-
CHUBHOE BHYTPHCOCYIUCTOE TMOTpebsieHne TpoMOo-
LIMTOB MOXKET MPHUBECTH K PA3BUTHIO KOArysjaonaThu
norpeonenns u JIBC-cunipoma B TSKEIBIX Clyvasx,
BIUIOTH JIO JIETaIbHOTO ucxoaa. CTemnenp TpoMOon-
TOTIEHWH TaK)Ke HE 3aBHCUT OT TKECTH MOPAKECHUS
mouex [77].

I'momepynsapuas TMA nOpuBOAWT K Pa3BUTHIO B
50-60% ciygaeB omuroanypudeckoii OIIII, Tpebyro-
el MPOBEJAEHUA 3aMECTUTEILHON MOYEUHOW Tepa-
muu (3IIT) [92]. Kak mpaBuiio, Ha (oHE IHTEpaIb-
HBIX MIOTePh aHypUs AUATHOCTUPYETCS MO3/IHO, YTO U
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00BSICHSCT YacToe pa3BUTHE TUNepruApartanuu. [Ipu
pa3Butuu Heonurypudeckoit OIIIl B MmoueBoM ocaj-
KE ONPEJIENSIOTCS MPOTEHHYPHSI, MAaKpO/MHUKpOTreMa-
Typus [93, 94].

TpoMOoTHYeCcKast MUKPOAHTHOTIATHSI MOYKET 3aTpa-
THBATh JTIIOOBIE crcTeMbl opraHoB. [Toatomy npu ['YC
OYeHb BaKHO MPOBEJCHUE TIIATEILHOTO (PU3NKAIBHO-
ro 00CIeIoOBaHus C 1eNbI0 PaHHEeH THarHOCTUKHU HKC-
TpapeHaJIbHBIX MposBIeHuH B Buae nopaxenus [ITHC,
TIOJDKEITYIOYHOM JKeJIe3bl, cepama u ap. [3].

V 25% manuentoB npu THOHYHOM ['YC BEBISBIIS-
I0TCS T€ WK MHbIe Tpu3Haku BosieueHus LIHC (Ba-
JIOCTh WM TICHXOMOTOpPHOE BO30yXkaeHue, (pokaib-
HBIE WIN TeHEPATU30BaHHbIE CYI0POTH, COIOp, KOMa,
KOpKOBasi CJIETOTa, TeMHUIIape3, Jenepedparus ¢ Bo-
BJI€YeHHEM CTBOJa Mo3ra). [Ipu aToMm B 75% ciydasx
nopaxkenue [[THC mpoucxomuT B pe3ynbpraTe OTEKa
Mo3ra, pa3BUBaOIMMCs Ha (oHe ruaponedarbHO-
TUTNICPTEH3UBHOTO CHHIPOMA, THUIICPTCH3UH, B PsIC
CIly4aeB THUMOHaTpueMuu. B maTtorenese mopaxe-
ausa [HHC we uckmouaercs ponb TMA ToioBHOTO
MO3ra, SBIAIOUIEHCA MPUYMHON THUIIOKCUYECKOTO
U TeMOpparnyeckoro IMopaxeHus. ApTepHasbHas
TUTIEPTEH3MsI W KOAryJIOMmaThs MOTPEOICHUS MOTYT
MIPUBECTH K reMopparunieckoMy MHCynbsTy [95]. Ilpn
MPT-Bu3zyanuszanuu MOXHO YBUAETh MOBPEKIACHUE
pasTUYHBIX 00IacTei TOIOBHOTO MO3Ta, HO B OOIb-
IIMHCTBE CIIyyaeB B 00JacTh 0a3alibHBIX TaHIJINEB,
Tamamyca u cTBoja [96]. Tsokemoe mopaxkenue [THC
ACCOLIMMPOBAHO C YBEIMYEHHEM YPOBHA JIETAIBHO-
cru [77].

ApTtepuasibHasi THIIEPTEH3UsI B OCTPOM IIEpHOJE
I'VC (Bctpeuaerca B 72% ciyuyaeB) cBA3aHa C TH-
MIePTUIpaTaliuei, OTIIMYACTCS YIOPHBIM TEUCHHEM
U TUIOXO TozjaeTcs Tepanuu. [lpu BoccTaHOBIeHUN
JIUype3a 0OTMEUaeTCsi BTOPOH MOBEM apTepHaIbHOTO
JaBJICHUS, 00YCIIOBICHHBINA TOBBIIIICHHOW BHIPA0OT-
Kot penuHa [97].

[leperpy3ka o0beMOM, AIEKTPOIUTHBIE HapyIlle-
Husl, Tokcnueckuid muokapaut npu OIIII u xapau-
ampHass TMA cimyxaT TPUYMHON CEepACYHON HEemo-
CTaTOYHOCTH y MAIMEHTOB B ocTpoM nepuomae ['VC.
Knuanyeckn HapyIieHUs TeMOIWHAMHUKH TIPOSBIIS-
IOTCSI TaXUKApJUeH, IPUTTYIICHUEM CepJCUHbBIX TO-
HOB, YBEJIMUEHHEM T'PAHUI] Cep/Ia, B psAIe ClyuyaeB
pa3BUTHEM CEpJIeUHON HEeTOCTaTOYHOCTH. MapkepoM
KapAHaJIbHON UIIIEMUH SIBIISICTCSI TTOBBIIICHNE YPOBHS
TporionuHa I [98].

B maronormyeckuii nmporecc MOryT BOBJIEKaThCs
OpraHbl JIBIXaHUSI C PA3BUTHEM JICTOUYHOW HEIOCTa-
TOYHOCTH, BIUIOTH g0 Heobxomumoctn MBJI. TMA
COCYJIOB MaJIOT0 Kpyra KpOoBOOOpaIieHus] IPUBOIUT
K 00pa30BaHUIO aJbBEONIPHBIX IIYHTOB, yBeIHYe-
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HUIO aJbBEOJSIPHOTO «MEPTBOTO MPOCTpPaHCTBa». B
pe3yibTaTe TUIEepruapaTaldyd pa3BUBAeTCS HHTEp-
CTUIMAIIBHBINA OTEK JIETKUX.

Co CTOPOHBI JKENYJOYHO-KUIIIEYHOTO TPAKTa MOXK-
HO BBIIBUTH TemnaTociuieHoMeranuio. O BOBIEUEHUN
B maroyiormueckuii nmpomecc nederu (40%), momumo
YBEJIMYEHHUS €€ pPa3MepoB, CBUIECTEIHCTBYET ITOBBI-
LIeHUEe YPOBHS aMUHOTpaHc(epas B ONOXUMHUECKOM
aHanm3e Kposu. Hapymenue ee GyHKITUN TaKke BHO-
CHUT CBOM BKJIaJl B POTPECCHPOBAHUE KOATYIONATHH
npu ['YC. B pesynbrare remMosin3a y HEKOTOPBIX Ta-
LIMEHTOB BO3MOXKHO Pa3BUTHE XOJIEJUTHA3a, Yalle
BCETo KyIUPYIOIIerocs Ha (poHe TpuemMa MpernaparoB
YPCOE30KCUXOINEBON KUCIIOTHI MOCIE Pa3perieHus
I'VC [94]. B HekoTophIX ciydasx TpeOyeTcs orepa-
TUBHOE BMEIIATEIhCTBO M3-32 PA3BUTHS S3BEHHOTO
SHTEPOKOJIUTA C HEKPO30M KHUIIIEUHOH cTeHkH [92]. B
2% ciny4yaeB TUarHOCTHPYETCS MOPaKEHNE TTOIKeIy-
JIOYHOM KeJle3bl, B pe3yJbTaTe MUKpOTpoMO03a cocy-
JIOB MOXKET ITPUBECTH K rHOeny anb(a u OeTa-KIeToK
C pa3BUTHEM 3K30- U/WIN HJOKPHUHHOW HEJJO0CTATOY-
HOCTH opraHa. KJIMHMYECKH TpU 3TOM BBISBISAETCA
MOBBIIIICHHE YPOBHS MaHKpeaTH4eckux (HepMEHTOB
B CBIBOPOTKE KpoBH, Npu Y3U BuyanusnpyroTcs
T y3HBIMI M3MEHEHHUSIMU WA YBEJIIMYEHUEM pas-
MEpOB MOKETyI0YHON xene3bl. Y 10% manueHToB
B ocTpoM niepuoze I'YC pa3BuBaercs HapyIlIeHHE TO-
JIEPAHTHOCTH K TToko3e [99,100].

Junarnoctuka STEC-I'YC

Huarno3 tunmunoro ['YC ycranaBnuBaeTcst Ha
OCHOBAaHUM XapaKTePHBIX KIMHUYECKUX U Jlabopa-
TOPHBIX AaHHBIX. OJHOBpEMEHHas BHE3alHas Ipe-
3eHTalMsl aHEMUHU C MIPU3HAKaMH HEMMMYHHOTO MH-
KpPOAHTHOIIaTHYECKOTO TeMOJIH3a, TPOMOOIIUTONICHUN
u OITH Ha ¢oHe muapen CBUICTEIBCTBYIOT B IOJB3Y
I'yvc.

Crnenyer oTtMeTuTh, 4to B 5—-10% nuapes B mpo-
npomansHoM Tniepuose STEC-I'YC  ortcyrctByer
[101]. B Takux ciydasx mpu BOSHUKHOBEHUH TPHUAIbI
I'VC mHeobxoammo UCKITI09aTh HHPEKITUIO APYTOH J10-
Kalu3aluy (HalpuMep MOYEBOW CHUCTEMBI), BBI3BaH-
HYIO IITUTa-TOKCUH-TIPORyIHpyIomieit £. coli [77].

Jia monTBep)KACHHUA OSTHOJOTHH 3a00JIeBaHUS
npoBoautcst quarHoctuka STEC-undekuuu. IToces
KaJjia JIOJKeH OBITh OCYIIIECTBIIEH C HCIIOIb30BAHUEM
cenektuBHO# cpeabl Copouton MacConkey arap, ¢
[TOMOIIIBIO KOTOPOIl MOJKHO BBIACTUTH HCKIIIOUUTEIb-
HO KonoHuu E. coli O157:H7, e hpepmeHTUpYIOIIHE
copouron. Mpenrtudukamuu mramMmoB non-O157
STEC, Ttakxe crnocoOHBIX BbI3bIBaTh 1 YC, B Ha-
CTOsIIIIee BpeMsl BO3MOXKHBI ITyTEM MPOBEACHUS HM-
MyHodepmenTHoro aHanuza (MDA) wim TT1HP kana c
omnpenenerneM reHoB Stx 1 u/umm Stx2. CDC (Centers

for Disease Control and Prevention, CIIIA) pekomeH-
JIyeT OJHOBPEMEHHOE HCIIOJIb30BaHHE IT0CeBa Kaia u
NOA/TILIP, Tak kak Bce Gombiie ciaydaes ['YC acco-
nuupoBanbl co mrammamu non-0O157 STEC [102].

Bosmoxno ompenenenue IgM npotus Stx1, Stx2
u aHtu-LPS-anTuTeNn, 0cobOeHHO TpH OTPHUIIATEIIh-
HBIX aHanm3ax kana [103].

Crnenyer y4duTBIBaTh, YTO PE3YJIbTAaThl IOCEBA
Kajja MOTYT OBITb HEZOCTOBEpHBI, TaK Kak OakTe-
pusi 0OHapyKMBaeTCs B Kajie B TEUYCHHE HECKOIbKHX
JTHEH U Jake MpHU ee HAJIMYMK HEe BCerna BBIABIACT-
cs B obpasnax ¢ekanuii. COmIacHO HCCIICAOBAHUIO
M. Bielaszewska et al. (2007), nopsiaka 5% mnaiu-
eHTOB ¢ I'YC BBIOEIAIOT StX-HEraTUBHBIE IITAMMBI
EHEC, norepsBimie crmocoOHOCTh IKCIIPECCUPOBATH
Stx B pe3ynpTare 3kcum3uu Stx-0axtepuodara B Te-
yennu uHpekuuu [15]. [IpoBeneHue anTHOAKTEpH-
aJBHOM Teparnuu B IPOAPOMAIHLHOM MEepHojie 3a00Ite-
BaHUS TaKXKe MOXKET OBITh IPUYHMHON OTPHUIIATEIbHBIX
PE3yIBTaTOB aHAJIN30B.

O4eBHIHBIM MPEUMYIIIECTBOM 00JIaJ]aeT BO3ZMOXK-
HocTh JuarHocTHkH STEC-uH(eknun Ha paHHHX
craauax 3abonesanus [104]. To MO3BONMUT MpenBU-
JIETh BO3MOXKHOCTH TSDKEJBIX OCIOKHEHUH, CBOEBpe-
MEHHO MHUIIUUPOBATH TEPAINIO U THIATEIHHO MOHU-
TOPUPOBATh COCTOSIHHE MAIHECHTA.

Juddepenuuansubiii auarsos npu STEC-
ryc

IIpu pazsutun STEC-I'YC nHeoOxoauMo mpoBo-
TuTh auddepeHaIbHyI0 THarHOCTUKY C JIPYTUMH
TMA:

1. ABC-cunapoM: ymInHEeHHE TPOTPOMOMHOBOTO
Y aKTUPOBAHHOTO YaCTUYHOTO TPOMOOIIJIACTHHOBOTO
Bpemenu (AYTB), camkenue pubpunorena, V u VIII
¢daxrtopos. [Tpu ['YC 3THUX U3MEHEHHI HET.

2. TpomboTHyeckas TpoMOOIUTONICHUYEeCKas Imyp-
nypa (TTII): aktuBHOCTE ADAMTS13 < 10%.

3. AT'YC: ypoBenb C3-KOMITOHEHTa KOMILJIEMEHTA
(mpu al'YC gacto cumxeHn), ¢paxtopoB H u I, antu-
tena K ¢axropy H (Bbime Hopmer). [Ipu STEC-T'VC
MOYKeT HaOMI0AaThCs He3HaUnTeNbHOe CHIbKeHue C3
B TUIa3Me.

4. Pneumococcus-acconuupoBannbiit I'YC: Hamu-
YHe MHEBMOKOKKOBOW TSDKETIONW WH(EKIIUHU, TIOT0KH-
TeJIbHbIE TTOCEBBI KPOBH, TUIEBPAIBHOTO BBINIOTA WIIN
JMKBOpa Ha Streptococcus pneumonia; TOI0KUTETb-
Has nnpoba KymOca (nHannuue T-aHTUTeHA Ha SpUTPO-
UTax).

5. HINI/rpunm-accoruupoBannbiii ['YC: mon-
TBEpKJeHHE dTHONOTUHU (mmonokutenbHas TILIP).

6. BpoxxieHHble HapymieHus MeTadoian3ma koda-
JaMuHa (MEeTWI-MajoHOBas armuaemus, MMA): mo-
BBIIIIEHUE YPOBHS METHJI-MaJIOHOBOH KHCJIOTHI B KPO-
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BU WMWiK Mode (TaHAEMHas MacC-CICKTPOMETPHS,
AMUHOKHUCJIOTHBIN aHAIIN3).

7. Bropuunasg TMA: conyTcTBYOIIasl 1ATOJOT U,
WCTIOJIb30BAHKE JIEKAPCTB, HETUITMYHOE HAYalo.

Hano noMHUTB, YTO cOuETaHME TAKEIOU AUAPEU U
OIIIT Ha doHe aeruapaTalid MOXKET ObITh OIIHO0Y-
HO pacueHeHo kak ['YC. IMeHHO OTCYyTCTBHE TPOM-
OOILMTONEHNH U MUKPOAHTHOMATUYECKOTO TeMOJTH3a
[P 3TOM TO3BOJISIET OTIIMYHUTD TSHKETI0€ TeUeHUE KH-
meuHor uHdpekuu ot ['YC [77]. duddepenunaib-
HBIM JMarHo3 JOJDKEH MPOBOAUTHCA C APYTUMHU CO-
CTOSIHUSIMH, KOTOPbIE MOTYT ObITh prunHOi TMA.

CremyeTr momq4epkHyTh, 9TO Tpu atunuyHoM ['YC
B HACTOSIIIIEE BPEMsI OTCYTCTBYIOT cIieIi(pHUUIeCcKIe
naboparopHble OHOMapKephl, MOATBEP)KIAIOIINE 3a-
OoneBanne. XapakTepHbIM KIMHUYECKUM MPU3HAKOM
ABJISIETCSl BOJHOOOpa3HOE TEUeHHUe Ipoliecca ¢ Io-
BTOPHBIM CHIDKEHHEM YPOBHS TeéMOTJIOOnHa U 00111e-
'O YKciIa TPOMOOITUTOB.

[Ipn HemosHOM KIMHUKO-TabOpaTOPHOM CHUMIITO-
MoxkomIuiekce TMA ¢ OTCYTCTBHEM CHUKEHHSI OOILETo
Yrciaa TPOMOOIIMTOB, aHEMUU WJIM TTOBPEXKIEHHS TI0-
4yek auddepeHInaibHblil AMarHo3 MpoBOAUTCS C ay-
TOMMMYHHOUW F€MOJIUTUYECKOW aHEMUEH, TTPU KOTOPOil
npsaMasi 1 HeripaMmas rpoda KymbGca monoxurensHbIe.
Taxxe crnemyeT HCKIo4aTh cuHapoM Puiiepa—IBaH-
ca, IMMYHHYIO TPOMOOLIUTOTIEHHYECKYIO ITypITypYy.

Jleuenne STEC-I'YC

[IpenorBparuts pazsurue I'YC y 10-15% nauu-
eHToB ¢ amapeeit, BeizBanHOW EHEC, B Hactosmiee
BpeMsi HeBO3MOkHO. [Toatomy mpodunaktuka ['YC
JOJDKHA OBITH HalpaBeHa HAa CHWKEHHE PHCKa MH-
¢urupoanust EHEC. YcranosneHo, 4To modeuHas
runoniepdysust npu STEC-undekuun yBennunupaet
PHUCK OJIMTOAaHYPHUH, ¥ TO3TOMY HUH(Y3HUOHAs Tepanus
MOKET CIIOCOOCTBOBATH MPEIOTBPAIECHUIO €€ MOSB-
nenus [90, 91, 105].

B nacrosiee Bpemsi HE pPeKOMEHIyeTCs Ha3Ha-
YeHHe aHTUOAKTePHAIbHOW Tepamnuu IpH IO0A03pe-
uun Ha STEC-undexmuio. IMeroTcss JaHHBIE O TMO-
BbIIIEHUHN pucka pa3Butus ['YC mpu HasHaueHUH
OaKTEPHUIMIHBIX aHTHUOMOTHUKOB B MEPUOJE JUAPEH,
9TO OOBSICHSIETCS BBICBOOOXKICHUEM IIUTA-TOKCHHA
B OOJIBIIIOM KOJWYECTBE, W YCYryONIsieT 3HIOTENH-
anpHyt0 auchynkimio [106]. bakrepuocrarnueckue
AHTHOMOTUKHU (a3UTPOMUIIMH) CTIOCOOCTBYIOT CHHKE-
HUIO TpofokuTenbHoCcTH Bhiaenenus EHEC [107].
[Ipu passutun ['YC mapeHTepaibHOE HCIOIH30Ba-
HUE€ aHTUOMOTHKOB MPOBOAMUTCA NPU KaTeTepHu3aluu
LEHTPAJIBHBIX BEH, UMIUIAHTAIMH TTEPUTOHEATEHOTO
KaTeTepa M JPyrux ONepaTUBHBIX BMEIIATeIbCTBAX.

B mnponpomansHOM Tiepuose MPOTHBOIOKA3aHO
WCIIOJIb30BAaHUE AHTUIEPUCTANBTHUECKHUX IIperapa-
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TOB, TaK KaK OHHM YBEIMYUBAIOT puUcK pa3sutusa ['YC,
a TaKkKe BOBJIEYEHHE B TATOJIOTMYECKUN IpoLecc
IIHC [108].

Jlo HacTosI1IEro BpeMeH! He CyIIECTBYET OOLIeTIpH-
HsaTor cxembl teueHus [ Y C ¢ KIIMHNYECKU JOKA3aHHO’
3¢ dekTUBHOCTRIO. B ocTpyto ¢a3y npoBomsTcs mos-
JICPIKUBAIOIIAS TEPATHS U KOPPEKIIHSI CTICU (Y CKHUX
nposieiennit I'YC. [Ipu Bblpa)keHHOM reMOJIi3e Tpe-
OyroTCsl TpaHC(Y3UHU SPUTPOIUTAPHOIN MACCHI C IIETIe-
BbIM ypoBHeM remoryioouna 80-90 r/mn [12]. [Tostomy
B TEUEHHE OCTPOro Meproaa HeoOXOAUM TIIATeIbHBINH
KOHTPOJIb YPOBHSI TeMOIJIOOMHA U TeMaTOKPUTA B CBS-
31 ¢ BO3MO)KHOCTBIO TTOBTOPHBIX SMH30/10B T€MOJIH3A.
Heo6xomumM TimaTenbHbI KOHTPOJIb apTepPUaTbHOTO
JIABIICHNA, TUype3a, PeclupaToOpHOrO cTaryca H3-3a
BBICOKOTO PHCKa Pa3BUTHS OTeKa JIeTKuX. Tpancdy3un
TPOMOOKOHIIEHTpaTa MPOTHBONOKAa3aHbl M3-32 Mac-
CHUBHOT'0 TIOTpeOIeHUs KJIETOK B TPOMOaX MHUKpOLIUP-
KyJISITOPHOTO pyciia, JAajbHeiIee o0pa3oBaHue KOTO-
PBIX MOXKET MIPUBECTH K TPOTPECCHPOBAHUIO HIIEMUN
opranos, B ocodberroctu [IHC [109].

OdeHb BayKeH KOHTPOJIb BOJIEMHYECKOTO cTaTyca
nanrenToB ¢ I'YC. PBota, cHmKeHuEe MOTpeOIeHs
JKUJKOCTH, JHUapes MOTYT TPUBECTH K THIIOBOJIe-
MHH, B TO BpeMs KaK TUIIEPBOJIEMHUS aCCOIIMMPOBaHa
C OJHMro- Win anypued. Y 4yactu OONbHBIX WH]Y3U-
OHHasg Tepamusi MOXKET IPeJOTBPATUTh ITOYEUHYIO
runonepdys3uio, OIHAKO MPHU MEPBBIX MPHU3HAKAX
THIEPTEH3UHU WM CEPACYHO-JIETOYHON Meperpys3Ku
WH(Y3UH JOIDKHBI ObITH OrpanuyeHbl. [Ipu pa3BuTim
OJIUTOAHYPUN TIOKa3aHbl OTPAHWYEHHUE KHUJIKOCTH U
3aMeCTUTENIbHAs [TOYeyHasl Tepamusi, B TOM YHCIe C
LENbIO yAaeHUs KUAKOCTH, 0COOCHHO IIPH BOBJICUE-
HUU CEPIEYHO-COCYAUCTOM U JlerouHoi cucreM. Ilpu
BOCCTAHOBJICHUU DYBOJIEMUH Ha3HAYEHUE >KUIKOCTU
JIOJDKHO YYUTBIBaTh HE3aMETHBIE TOTepU U JUYPE3,
BIUIOTH JI0 BOCCTAHOBIJICHUS BBIJICIUTEIBHON (QYHK-
uu movex [77].

B ycnoBuAX OKKIIIO3HOHHOTO BHYTPHUCOCYIUCTOTO
MHUKPOTpPOMO03a C IIeNTbI0 KOPPEKIIMH pa3BUBAIOIICH-
cs koarynonaruu npu ['YC mupoko HCHoib3yercs
TUTa3MoTepanusi B BHIIE TpaHC(Y3HM CBexXe3aMopo-
skeHHOM TuiasMbl (C3I1), a mpu TSHKEIoM TeueHUH,
HEBPOJIOTMYECKUX CHUMIIOTOMAaxX IPOBOAMTCA TLIA3-
madepe3 ([1D). PanmomMusupoBaHHBIE KOHTPOIU-
pyemble HCCIeoBaHMs TUIa3MOTepanuu y JeTel co
STEC-I'YC OTCyTCTBYIOT, a UMECIONIHECS TaHHBIC
npotuBopeunBbl [110-112]. Omgnako, HECMOTps Ha
OTCYTCTBHE JOKa3arelbHOW 0a3bl 3ddexkTuBHOCTH
TaKOTO JICUEHUs, KIMHUYECKUH OTBIT CBUACTEIb-
CTBYET B I0JIb3Y MPOBEACHUS 3THX mporenayp. [lokaza-
HO, YTO OUMINIEHHBIN YenoBedeckuit 1gG uarndupyer
arperanuio TpomOomuToB B ocTpoMm mepuone ['YC,
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YTO MOYKET OBITh OJIHUM U3 acleKTOB APPEKTHBHOCTH
IUTa3MOTEpanyy MpH 3ToM cuuapome. OOriee yuciIo
TpoMOoImMTOB U ypoBeHb JIJII' sBisitoTcs Hamboee
[OKa3aTeIbHBIMI MapKepaMH JJIsi MOHUTOPYHTA T1J1a3-
Motepanuy. OTHAKO TOYHBIX KIMHHUYECKUX Iapame-
TPOB, OMPENENIAIONINX MPOAOLKUTENFHOCTh IIa3MO-
Tepamnuy, 0 HACTOSIIEr0o MOMEHTa HE CYIIECTBYET,
pemieHre 00 OKOHYAHWU JIEYSHUSI OCTAETCS SMIHPH-
YECKHM.

Hasnauenue antukoarynsutoB npu ['YC Tak-
KE CUMTaeTCsi HEOOOCHOBAaHHBIM M acCOIMUPOBAH-
HBIM C TOBBIIICHHBIM PHCKOM T'e€MOpPparuuecKux
ocnoxaernit [106]. Ilpu Tsxenom teuennu ['YC ¢
BBIPAKEHHOM KOAarysonaruei, BILIOTh 10 Pa3BUTHS
JABC-cunipoma, moka3zaHO Ha3HaYeHHE HHU3KOMOJe-
KYJSIPHBIX TeMapuHOB.

Ikyauzymao B geyennu STEC-I'YC

OKyan3ymad — pEeKOMOWHAHTHBIE YeJOBEUECKHUE
MOHOKJIOHAJIbHbIE aHTUTENa, KOTOPble HEHTPaIN3yIoT
KOMIOHEHT KomrsieMeHTa C5, TeM caMbIM IIpeaoTBpa-
1as popMUpOBaHUE TEPMUHATIBHOTO KoMILIekea C,, .
Haznayenne oskynmsymaba MaTOreHETHYECKH MOXKET
OBITh 0OOCHOBAHO CYIIICCTBYIOIINMH JOKa3aTeIb-
CTBaMH aKTHBAIUU CUCTEMBbI KoMruiemenTa mipu ['YC,
accormupoBanaoMm ¢ EHEC [71, 113]. Cnenyet otme-
THUTh, YTO Mpenapar MoKeT ObITh d3QeKTHBEH B paH-
HUE CPOKH Pa3BUTHUS CHHAPOMA, TaK KaK aKTHUBAIMA
KOMITJIEMEHTA TIPOUCXOIUT B Hauaje 0ose3nu [114].

Brepereie nipu tunmyaoM ['YC skynmuzymad ObLi
ucmnonb3oBad B 2011 . Bo BpeMms smuaemun B EBpo-
nie, BezBaHHON E.coli O104:H4. PerpocniekTuBHBIN
aHaliM3 ToKa3all OTCyTCTBUE S(PQPEKTHBHOCTU TIpe-
rapara 0 CpPaBHEHHIO CO CTAaHIAPTHBIM JICUCHHEM,
OJTHAKO, dKyJu3yMad Ha3Ha4aJCs B TMO3IHUE CPOKHU
3a00JIeBaHMsI IPU OTCYTCTBHH TEPAIIEBTUYECKOTO (-
(bexra mIa3MaoOMEHOB, B cpeHeM Ha 11-e cyTku oT
Manudecrammu ['YC [115, 116].

[ocnennue nannabie Y. Delmas et al. (2014) u
L. Pape et al. (2015) cBUIETETHCTBYIOT B TIOJIB3Y d(¢-
(bekTUBHOCTH 3KynH3ymMalda B OTHOIIEHHUH OBICTPOTO
perpecca HeBPOJIOTHYECKUX CUMIITOMOB TIPU €ro Ha-
3HAYEHNHU B paHHHE CPOKH 3a00JIEBaHUS — B TEUCHHE
HECKOJIbKMX YacOoB OT IOSIBICHUS MPHU3HAKOB TOpa-
kerus [IHC [114, 117].

Takum oOpa3oM, cBeJcHHS, Kacaromuecs 3PQek-
tuBHOCTH 3Kynu3zymaba npu STEC-I'YC B kinuHH-
YEeCKON MPaKTHUKE, OTPAHUYECHBI U TPEABAPUTEIBHBI.
HeoOxoaumbl paHIOMHU3UPOBAHHBIE KOHTPOJIUpYE-
MbIe MCIBITAHUS [T pa3pabOTKH MOKa3aHUH U cpo-
KOB BBEJICHUS Ipemnapara.

HepcnexTussl B jJedyenun STEC-I'YC

B mocnemnme roapl mosBiIsieTcs Bce Ooble
HOBBIX JKCHEPHUMEHTAIbHBIX BApUAHTOB Teparuu

STEC-I'YC. CymectByoT 3((heKTHBHbIC BaKIH-
HBI, NTPEJJHA3HAUCHHBIC ISl CHIKECHHS KOJIOHU3AIUH
STEC y kpynHoro poraroro ckota [118]. Pa3zpabotka
BaKI[MH JJISl YEJIOBEKa B HACTOSIIIIECE BPEMsI CUMTACTCS
($UHAHCOBO HEleneco00pa3HOM.

J.M. Ritchie et al. (2011) mpeayIoXuIN UCTIONb-
30BaHUE MMUOLUHOB, OaKTEPUIIUIHBIX BEIIECTB, MPO-
Iynupyembix mramMmmamu Pseudomonas aeruginosa.
HccnenoBanus Ha OMOIOTMYECKUX MOJICIAX in Vivo
MPOJEMOHCTPUPOBAIM CHUKEHUE HWHTECTHHAJIBHOM
KOJIOHW3aIuu u OakTepuoBbaeneHus. OmHako Ta-
Kasi Teparnus MOKeT ObITh d()(EKTHBHA TOIBKO B Tie-
puone muapeu [119]. IIpeanonaraercst BO3MOKHOCTh
UCTIONIb30BAHUSI PA3JIMYHBIX THUIOB HEHTpaAIN3aIlluH
Stx. IlepopanpHBIi  IIHUra-TOKCUH-CBS3BIBAIOIIHNIA
npenapar «Synsorb-Pk», kak mokazano rmrane6o-
KOHTPOJIMPYEMOE  PaHIOMHU3MPOBAHHOE HCCIEI0-
Banue H. Trachtman et al. (2003), okazayics Hed(-
¢dexruBHbIM y geteir ¢ 'YC [120]. INoTeHunuansHo
(G PEKTUBHBIM METOJIOM JICUCHHS HPEICTABISIOTCS
I'YMaHU3UPOBAHHBIE MOHOKIIOHAJbHbIC aHTHTENa K
Stx2, B HacToOsIIEEe BPEMSI IPOXOSIINE KINHUYICCKIE
ucneiTanus [121, 122].

Jns mpoBeAeHUs KIMHUYECKUX HWCCIEN0BAHUN
YTBEPIKIAIOTCS BEIIECTBA, UMUTUPYIOIIUE PEIETITO-
pbI StX ¥ HHTUOUTOPBI PEPMEHTATUBHOM AKTUBHOCTH
Stx [123,124]. K. Sandvig et al. (2009) pa3pabarbi-
BAIOT BapHaHT BO3JCHCTBUS Ha StX B MOYKaxX uyepes
HEeOONbIIINE MOJIEKYIIbI, CIIOCOOHBIE MPOXOIUTH He-
pe3 KiIeTky U uHruouporars Stx [125]. D.M. Jand-
hyala et al. (2008) mpemiararoT B KaueCTBE MUIICHU
JUTSL TEPATIeBTHUECKIO BMEIIATEIILCTBA UCTIONB30BaTh
KJIETOYHBIC CUTHaNbHBIC peakuuu [126]. eiicTBeH-
HBIM METOJIOM MOXKET OBITh HCIIONIb30BaHME (hakTopa
pocra suuporenus cocynoB (VEGF, Vascular endothe-
lial growth factor), KOTOpBIii SBISIETCSI AKTHBATOPOM
aHruoresnesa [127].

Wsmenenne nonxomoB k jaeyenuro STEC-T'YC
MOMIO OBl TIOBIUSATH Ha MOSBICHHE OHOMapKEpOB,
crel(pUUHBIX JIJIS 3TOro 3abonesanus [ 128].

Hporno3 STEC-I'YC

3a mocnenHue MeCATUICTUsl Onarofgaps CBOCBpE-
MenHo# 3IIT ucxon ['YC 3HAYUTENHHO YITyUIIIHIICS.
be3 npumenenwust nuaiusa norudanu 1o 90-95% ma-
UeHTOB. K HEeONaronpusiTHBIM TPOTHOCTHYECKUM
(axTopamMu OTHOCST MOTPEOHOCTH B JHaiu3e Oojee
5 mHeH, INTeNbHOCTh oMuroanypuu oonee 10 nHei,
BBICOKHIT Jieiikornto3 (> 20 x10%/m) [94]. [To nanHBIM
C.S. Wong et al. (2012), He BBISBICHO CBS3H CTeIIC-
HU apTepHalbHON TUIIEPTCH3UH, HAJTMYHS HEBPOJIO-
TMYECKOM CHMITOMATHUKH, OCJIOXKHEHHH CO CTOpPO-
HBI JKEITYJIOYHO-KHUIIIEYHOTO TPAKTa, BBIPAKEHHOCTH
aHEeMUU W TPOMOOIMTOTICHUH C HEOIArOMpHUSTHBIM
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ucxoqaoMm ['VC [86]. [To manueiM J.M.Spinale et al.
(2013), cuctemHbIe TIPOSIBICHUS B OCTPOM MEPUOJIE
Tsokesioro Tedenus ['YC MoryT mpuBecTH K pas3iind-
HBIM OTJJAJICHHBIM MOCTIE/ICTBHUSM B BUJIC HAPYIICHUSI
(yHKIIMK opraHoB-muieHei [129].

B nacrosmee Bpems neransHocts ipu ['YC no-
cturaet 1-5%, B OCHOBHOM B pe3yiIbTaTe MopakeHus
HHC wmm curmpoMa MoOJMOPTraHHON HEIOoCTaTOYHO-
ctu [94]. B 2011 1. BO BpeMs dIUACMHUN TUITMYHOTO
I'YC B EBpore, Bei3BanHoil E.coli O104:H4, nerann-
HOCTh coctaBmia 1,1% [130,131].

B octpom mepuone I'YC remaronmornyeckue Ha-
pyuenus Kynupytorcs B reuenue 1-2 nexn, OITH paz-
permmaeTcs B 6osnee nmo3nuue cpoku. B 60—70% ciryqa-
eB (QYHKIUS TTOUEK MOCTe MePeHECEHHOTO CHHIPOMa
MOJTHOCTHIO BOCCTaHABIMBACTCS, U CPOKU BOCCTAHOB-
JICHUSI 3aBUCST OT MPOJIOJDKUTEIBHOCTH aHypHuH. Tak,
IpH JIETKOH U cpeaneTsikenon popmax ['YC artor me-
PHOJI COCTaBIISCT TOPSIKA 2 JIET, TIPH TsHKETbIX (op-
Max OH mpomineBaercsa no 4-6 jet [97]. Y 25% ne-
TEl OTMEYAIOTCsI CHU)KEHHE CKOPOCTH KITyOOYKOBOIA
¢uprpammu (CK®) no 70-80 mi/MuH, THIIEPTEH3HS
wi nporennypust. CHwKeHrne (QyHKIUU TOYEK T0-
cie nepenecennoro ['YC cBsizaHo ¢ runepuibTpa-
nMell M MPOrpecCHPYIONIUM CKJIEPO30M ITIOMEpYl,
KOTOpble HE OBLIM BOBJICUYEHBI B IMATOJNOTHYECKUH
IIpOIIeCC B OCTPOM MEPHOAE, YTO TMOJATBEPKIAAETCA
COKpaIlleHHEM MTOYCYHOTO (PYHKIIMOHAIBLHOTO pe3ep-
Ba [132]. Cumxenue CK® menee 80 mi/MuUH mpo-
ucxonut y 9-18% manueHToB 3a S-IETHUI MEepUoT
HaOmoneHus mocie octporo >mu3ona ['YC. B 2-5%
cimydaeB yepe3 5—15 nmet pazsuBaercs TIIH. [Ipoten-
HYpHsI/MUKpOATbOyMuHYpHsl BbLsiBIsieTcst y 20—40%
nanueHToB nocie nepeaecennoro STEC-T'YC.

AprepuanbHasi TUIIEPTEH3USI MOXKET TIEPCHCTHPO-
Barh y 5—15% MalueHToB HEMOCPEACTBEHHO MOCIe Tie-
penecennoro snm3o/a I'Y C wim pa3BUBaThCs MOKE HA
(done yxymieHus: QyHKIUH [TOYEK. ApTepHaibHas TH-
MIEPTEH3Hs B IEPHOIC BOCCTAHOBJICHHS (DYHKIIHH ITOYEK
BEJICT K MMOBBIIICHHIIO BHYTPUKIYOOUYKOBOTO JaBICHUS,
rUnepQUIbTPallid W TOJABICHHIO PAa0OThI PEHUH-
AQHTMOTEH3UHOBOM CHCTEMBI. D(PPEKTHBHOCTD HCIOJb-
30BaHMs] HHTMOUTOPOB aHTMOTEH3MH-TIPEBPAIIAFOIICTO
(hepMenTa 1 OJIOKATOPOB AHTMOTCH3UHOBBIX PEIICIITO-
POB C 1EeNbI0 HEPPOIPOTEKIIMU M CHUKEHUSI MTPOTEH-
HYpHH y TIALMEHTOB Mocie nepeHecenHoro I'YC no-
kazaHa [133]. B karamue3e oT 9 10 15 1eT oTMe4YeHBI
HopMar3arwst AJl, CHIDKeHHe POTEHHYPUH, YITydlIe-
aue CKO® [134, 135].

ITo nauaeiM North American Pediatric Renal Tri-
als and Collaborative Studies (NAPRTCS), Tpanc-
TUTAHTAIINS TIOYEK U TUAIN3 Y IETeH acCOIIMUPOBAHBI
c nepeneceHHbM ['YC B 2,6 u 3,1% COOTBETCTBEHHO.
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OpHako, MO JaHHBIM PETUCTPA, HE YTOUHSETCS THUII
I'VC [NAPRTCS:2010 Annual Report, Rockville,
MD, EMMES, 2010. http://web.emmes.com/study/
ped/announce.htm. Accessed on 14 September 2012].
STEC- I'YC B TpaHCIUTaHTaTe peUUINBUPYET KpaiHe
penKo, ¥ BBKMBAEMOCTD TPAHCIUIAHTATa aHAJIOTHYHA
TAaKOBOHM y NALMEHTOB ¢ Apyrumu npuuuHamu XITH
[136].

3akaouenne

STEC- I'VC — naubosnee pacupoctpaneHHas gop-
Ma TMA u ocunoBHas npuunaa Ol y mereii o S ner.
HecMoTps Ha 3HaUUTENBHBIN TPOrPECC B IOHUMaHUHU
MEXaHU3MOB pealln3alii MaToJIOrMYECKOro Mpolec-
ca ipu ['YC, Tepamnust ocTporo mnepuoga ocTaeTcsi B
OCHOBHOM mojiepkuBatoiieil. Jlo Hacrosiero Bpe-
MEHH He CYIIECTBYET MaTOreHeTHYECKOrO JICUCHHs C
JTIOKa3aHHBIM BIUSHHEM Ha ncxof] 3a0oneBanus. Bee
0oJbllle JaHHBIX CBUAETENBCTBYIOT B IMOJB3Y MYIb-
tugakropuansuoit mpupoasl STEC-I'YC, n npenot-
BpallleHUe pealn3alii CHHAPOMa Y TOTO MJIH WHOTO
nmanenta ¢ pasBuBiieiics EHEC-undexuueii, mo
KpaiiHeil Mepe B Omipkaiiiee Bpemsi, BpSA JH BO3-
MOXHO. MMeromuecss TaHHBIE MO3BOJSAIOT IPEIo-
JIOXKUTh, 4TO yayummuth ucxon I'YC, ocobeHHO Yy
MAI[MEHTOB C HEBPOJIOTMYECKUMHU CUMIITOMAaMH, BO3-
MOYKHO TIPH MCIIOJIb30BaHHUHM MHTHOUTOPOB CHCTEMBI
KoMIUIeMeHTa (dKynmm3ymal). sl moaTBep KAcHIS
(G PEKTUBHOCTU TaKOW Tepanmuu HEOOXOJUMBI TPO-
CIEKTUBHBIE UCCIIEIOBAHMS.
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O.K. Ilempocsin’

BOJIE3Hb MUHUMAJTbHBIX U3MEHEHWI 1 CTEPOWUI-
YYBCTBUTESIbHbIN HEGPOTUYECKNI CUHOPOM Y OETEW:
OLHA NI ABE BOJIE3HIN?

'Kadeanpa rocnuranbHoi neanatpumn nm. B.A. TabonmHa Poccuitckoro HaumoHanbHoro nccnenoBaTeibCkoro MeanumHCKoOro yHmBepcuTeTa,
Mocksa, Poccus

E.K. Petrosyan'’

MINIMAL CHANGE DISEASE AND STEROIDS SENSITIVE NEPHROTIC
SYNDROME IN CHILDREN: ONE OR TWO DISEASES?

'V.A. Tabolin’s Department of Hospital Pediatrics, Russian National Research Medical University Moscow, Russia

PEDEPAT

Bonee Tpex pecatuneTnii npowwno nocne rnobansHoro nccneposanus ISKDC (1981) HedpoTryeckoro cuHgpoma y neTen,
NO3BOJIMBLUErO CAENaTb ONpefe/ieHHble PeKOMeHaaLMn, Takme kak He NpoBoaMTb Hedbpoburoncuio y aeten B geboTe
3ab0f1eBaHna 1 B C/ly4ae NOSIOXMTENBHOIO OTBETa HAa CTEPONAHYIO TEPanMIo Npu3HaeaTb Y 60bHOro Hannyne 60ae3HN
MUHUManbHbIX n3MeHeHnin. OgHako B nocneaHune rogsl otmedaetcs npupoct ®CICy neteli ¢ nepsudHbiM HC, B nebtote
KOTOPOro BO3MOXHa CTeponaHas 4yBCTBUTENbHOCTb. B CBA3M C 4eM crnefyet nepecMoTPeTb BOCIPUATME NEPBUYHOIO He-
bpoTNHECKOro CUHAPOMA B AETCKOM BO3pacTe Kak A00poKayeCTBEHHOE C 61aronpmaTHBIM MCXoA0M. bonee Toro, 601e3Hb
MWHUMaJIbHbIX U3MEHEHWUI, B NAaTOreHe3e KOTOPOWN TPaAULMOHHO pacCcMaTpmMBaan TObKO KNE€TOYHO-0MNOCPEAOBaHHbIN
MexaHn3M, MOXET PasBMBaTbCS U NPU OPYrvX HApPYLLEHUaX, Taknx Kak gucperynsumsa akenpeccun CD80 Ha nopgounTax
VN1 AeCTPYKUNSA noaoumTa B CBA3M C MyTauMeE reHOB CTPYKTYPHbIX 6€1KOB MOCNEeAHErO.

KnioueBble cnoBa: HeppPOTUYECKNIA CUHAPOM, CTEPOUA-YYBCTBUTESbHbIN, 60NE3Hb MUHUMASIbHBIX UBMEHEHUI, GOKaNbHO-
CerMeHTapHbI rmomMepynocknepos, IL-4, IL-13, CD80, nogounH, HedpUH, ANCTPOMNKAHbI.

ABSTRACT

More than three decades have passed since the global study ISKDC (1981) of nephrotic syndrome in children allowed
to make certain recommendations such as not to biopsy children at the onset of the disease and in the case of a sensi-
tive to steroid therapy in a patient to recognize the presence of minimal change disease. However, in recent years there
has been an increase FSGS in children with primary NS, in the onset of which steroid sensitivity is possible. Therefore,
perception of primary nephrotic syndrome in children as a benign, with a favorable outcome should be revised. Moreover,
minimal change disease, the pathogenesis of which is traditionally considered the only cell-mediated mechanism can be
developed for other violations such as the dysregulation of CD80 expression in podocytes or podocyte destruction due to
its structural proteins genes mutation.

Key words: nephrotic syndrome, steroid-sensitive, minimal change disease, focal segmental glomerulosclerosis, IL-4,
IL-13, CD80, podocin, nefrin, dystroglycan.

Hedporudecknii cuHAPOM

Hedpornuecknii cungpom (HC) — cocrosnue,
Xapakrepusymolneecs nporennypueid (Boiire 40mr/
KI'/4), THITOTIPOTEHHEMHUEH, TUTICPXOJIECTEPHHEMHCH 1
orekaMu. DTo HauboJjiee yacTas KIIMHUu4eckast popma
[JIOMEPYISIPHOM aToIOTHH y JAeTel, BCTpeyaromascs
6omee yeM B 90% ciydyaeB y manueHToB OT 1 roga
mo 10 met u B 50% ciyuaeB y nereit crapie 10 ner.
Tpu mopdonorunueckue Hopmbl: 60IE3HE MUHUMAITh-

Terpocsn 3.K. 115404, Poccust, Mocksa, yi. Jlunenxas, a. 14/1-203.
Poccuiickuit HanponanbHbI Mcciie0BaTeNbCKUNH MEAUIIMHCKUNA YHU-
BepcUTeT, Kadeipa rocnuTaibHoi neguarpun um. B.A. Tabonuna. Teun.:
(903) 227-05-84, E-mail: Ed3565@yandex.ru

HeIX m3MeHennit (bMU), ¢oxanbHO-cerMeHTapHBIN
rmomepyinockiepo3 (OCI'C) n aquddy3ubiii Me3an-
ruonponudeparuBHbIii rmomepynonedput (IMIITH)
SBIISTIOTCS HanboJutee 9actoi mpuanHoit pazsutus HC.
OO6muM 17151 Becex Mopdoorndeckux GopM sBiseTcs
M3MEHEHUsI CTPYKTYpbI HoxounToB: quddysHoe cria-
JKUBAHUE «MaJIbIX HOXKEK» OOLUTOB, UTO IO3BOJISIET
paccMmarpuBaTh 3TH (OPMbI KaK BapUaHTbI OIOLUTO-
naruil. [lo naHHBIM MEXAYHapOAHOTO UCCIIEIOBAHUS
3aboneBanmii mouek y nereit (ISKDC,1981), B 76,6%
ciryyaeB 00J1e3Hb MUHUMAJIbHBIX M3MEHEHHH SIBIISIACH
npuunHoil pazsutus nepsuuHoro HC. bonee Toro,
y 95,5% mnannenros ¢ BMU ormeuanacy 4yBCTBH-
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TEIBHOCTh K CTEPOMJIHOM Tepanmuu, Ha OCHOBAaHUU
[TOJIyYEHHBIX JAHHBIX OBLIM JIaHbl MIEPBBIC PEKOMEH-
JIAINY 110 HePPOTHUECKOMY CHHIPOMY: HE TPOBOJIUTh
HedpoOuornicuio y nereil B ae00Te 3a00IeBaHUs U
B Cllydae IMOJIOKUTEIBHOTO OTBETAa HAa CTEPOUIHYIO
Tepamnuio npu3HaBaTh y 6ompHOr0 Hammune bMMU [1].
B sToM ke uccienoBaHIy MPOJEMOHCTPUPOBAHO, YTO
BTOPOI 10 4aCTOTE BCTPEYaEMOCTH MOP(OIOTHIECKOM
dbopmoit mepsuanoro HC y mereit sBasimes OCI'C
(6,9%), mpudeM y MOJIOBHHBI AITICHTOB OTMEYAIACh
CTepOH/I-9yBCTBUTEIHHOCTS [1].

B nocneanne roasr ormeudaetcs npupoct PCICy
neteii ¢ nepeuuHbiM HC [2]. Tak, o nanusiM T. Sriv-
astava et al., yacrora BMU cpenu nereii ¢ HC cocras-
Jnsi1a Beero b 52,7%, a ®CI'C — 23%. 1o nanaom
aTorO Xe uccnenopanust BMU npeobnanan y neteit no
6 net, Torna kak ®CI'C —y nereii crapie 6 et u cpenu
adpo-amepukaniieB [3]. B ¢Bs3u ¢ 3TUM HccienoBa-
TEJI CJICNalH BBIBOJ, YTO BOCIIPHUSATHE ITEPBHYHOTO
He(POTUIECKOTO CHH/IPOMA B JIETCKOM BO3pacTe, Kak
0OpOKaueCTBEHHOE COCTOSIHUE, TOJIKHO OBITH Iepe-
CMOTpPEHO, TaK KaK 3To 3a00JIeBaHNE HE BCeria NMeeT
OnmaronpusATHBINA ucxof. bonee Toro, mo manneM L.R.
R. Moura et al., y 58% nereii ¢ ®CI'C ormeuanach
YYBCTBUTENBHOCTH K peAHn30ony [4]. Kpome Toro,
cpenu crepoun-3aBucumMbix popm HC BMU ormeua-
eTcs ToNbKO B 47% ciydaeB [5]. YBeTUUIECHHNE YaCTOTHI
Bcrpeyaemoctd @CI'C u JIMIIT'H B rpymnme nereit ¢
YacTOPEIUINBUPYIOIIUM 1 cTepon-3aBucuMbiM HC,
IIPH KOTOPBIX KinHU4YecKoe TeueHrne HC Huuem He oT-
Jryanock oT Takoro npu bMU, no3zsonuno N.J. Webb
etal. cenarh BBIBOJI, UTO OMPENEIAIONIUM IIPOTHO3 3a-
OoJieBaHMsI SIBIISIETCSI YYBCTBUTEILHOCTD K CTEPOHJIAM,
a "He Mopdonorudeckas Gpopma HeQPOTHUECKOTO CHUH-
npoma [6]. CregyeT OTMETUTh, YTO YacTOTa CTEPOUI-
pesuctentHor hopmbl HC mpu BMU Takxke umeet
TEHJICHIIMIO K BO3PACTAHUIO U, IO JAHHBIM Pa3HbIX
aBTOPOB, Konebnercs ot 6,9 no 40,8% [4, 7, 8].

boJie3Hb MUHUMAJIBHBIX 00J1e3Hell

BMMU sBnsercs npuunnoit HC B 90% cirydaeB y
nerei B Bo3pacte ot 1 10 10 net, ot 50 10 70% cimydaes
—y merel 6omee crapmrero Bozpacta u ot 10 mo 15%
ciay4aeB — y B3pocibix [9, 10]. BMU xapakTtepuzyer-
Csl OTCYTCTBHEM T'HMCTOJIOIMUCCKHX M3MEHCHHH NPH
CBETOBOM MHKPOCKOIHHU B KIyOOUKaX, B COYCTAHHH
C U3MCHCHUSIMH TIPH YIBTPACTPYKTYPHOM HCCIIENIO-
BaHUU B BUAC JU(PPY3HOrO CIIIAKUBAHUS KHOKEK)»
nonoruToB. Cormacuo pexomernanusm ISKDC, mon
BMU npu orcyrcTBun HedpoOUOIICHUH CIETyeT T0-
HUMAaTh 4yBCTBUTEIbHBIN K KopTUKOCcTepouaaM HC y
neteit ¢ onaronpusaTHeIM ucxonoM [ 1]. Hamuane HC B
9TOM ciTy4ae BJISIETCS BaXKHBIM, TIOCKOJIbKY TIOI00HBIE
THECTOJIOTUYECKHE U3MEHEHHUSI MOTYT HaOIIOaThCs Y
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OOJIBHBIX C MPOTEUHYPHEH, HE AoCTUTaomeil Hedpo-
THYecKoro ypoBHA. [Iporno3 3abosneBanus y Takux
MAIMeHTOB HEOAHO3HAYHBIN U TpebyeT 0coboro mo-
XOJla B OIIpeJIeIEHNH TeparneBTHIeCKO TaKTHKH.

Krnaccnueckas BMU xapakTepu3yeTcst OTCy TCTBUEM
M3MEHEHHH B KITyOOUKe U CTepOH/I-dyBCTBUTEIILHOCTBIO,
OJTHAKO 3TO HE MCKIIIOYAeT, YTO JJaHHbIE TUCTOJIOTUYe-
CKHE U3MEHEHUs MOTYT ObITh B Jie0tote pa3Butust PCI'C
u [gM-Hedponarnu kak Ha4aabHBIN 3Tl MOPHOIOTH-
YECKUX U3MEHEHU B TKaHU II0YeK. BrionHe BO3MOXHO,
gyro 1 BMU, n @CI'C nmeroT cXomHbIe IepBOHAYATHLHBIC
rucronorudeckue npossienusi, Ho ®CI'C B menpIen
CTENeHH 00JIaZlaeT CTePOUI-UyBCTBUTEIBHOCTHIO, U
C TEYEHHWEM BpPEMEHH Pa3BUBAIOTCS BTOPUYHBIE TIO-
BpEKIECHUS B BUJIE CKIepo3npoBaHus. Bompoc o ToMm,
MOYKHO JTU OOBETUHHUTH 3TH 3a00JIE€BaHUS B OJHO, C
pa3HON YyBCTBUTENBHOCTHIO K KOPTUKOCTEPOUIAM,
a CcTajo ObITh C Pa3IUYHBIM MIPOTHO30M MJIHM 3TO /1B
pa3HbIX 3a00JIeBaHUs C Pa3TUYHBIMU MATOTEHETHYe-
CKUMH MEXaHU3MaMH, JUCKYTHPYETCS 10 HACTOSIIETO
Bpemenu [9—12].

Maro¢puszuonorus MU

B 1974 rony R.J. Shalhoub npenmnonoxwun, 4ro
nporenHypus npu bBMU cBsi3aHa ¢ LUPKYIUPYHOLIUM
¢baxropom, cexperupyembiM T-kieTkamu [ 13]. B akc-
nepuMeHTanbHoi padore Y. Lagrue et al. [14] mpo-
JIEMOHCTPHUPOBAJIM HAINYNE MPOTEHHYPUHU Y KPBIC,
MOTy4YMBIINX HH(]Y3HI0 cynepHaTanTa T-nmumMponnToB
oT 6onpHEIX ¢ BMU [15]. DTH maHHbBIE MO3BOJIUIH
MPEAONOKNATE 0 HATMYWH TUPKYTHPYIOIIETo (haKTo-
pa, mpoayupyeMoro nepudeprnieckuMiu IMMYHHBIMA
KJIETKaMH, KOTOPBIA MPUBOJIUT K HAPYIICHUIO (HITh-
TpalroHHOro Oapbepa KiyOouka. JlaHHas rumoresa
NojI/IepKUBaeTCs HaOMroneHusIMe 3a pasputuem HC
noclie BUPYCHBIX WHPEKIUH WK dMU30/1a aTONHH,
accormaru ¢ HLA-anturenamu u mumdpomoit Xo-
JKKHHA, a TaKke 3Q(HEeKTHBHOCTHIO KOPTUKOCTEPOUJIOB
u nukiaocnopuHa A (LlcA). BosuukHoBenue anu-
TEJIBbHBIX PEMHUCCHI TOCIe KOPH, KOTOpas MOJIaBIIsIeT
KJIETOYHO-OTIOCPEIOBAHHBII UMMYHHUTET, YKPETUIsieT
npeamnonoxkenre R.J. Shalhoub o pomu T-knetok B
passutun HC. CBs13s BMU ¢ nqucbanancom moaTurion
T-xy1eToK miu uxX (pyHKIMI HEOMHOKPATHO OATBEPIK-
Jajach B MyONHMKalUMsIX pa3HbIX aBTopoB [16—18].
IIpu BMU obnapyxena axtuBaius T-mum¢poruTon
MOCPENICTBOM B3aUMOJICHCTBHSA Yepe3 MOBEPXHOCTHBIE
KJIETOYHBIE pelenTOpbl T-TMMQOIUTOB U ICHJPUTHBIX
KJIETOK B OTBET Ha UMMYHHYIO CTUMYJISIIHIO pPa3ind-
HbIMH aHTUTeHaMU [ 19,20] u yBenudenue myna CD4-
u CD8*-xierok [21]. BrisgBneHo, 4To pH pennanBax
3a00JIeBaHMsI OTMEYAIOCh TOBBIIIEHHE KOHIIEHTPA-
uu CD4+/CD25, 1.e. T-KJIETOK-3KCIIPECCUPYIOLITUX
penenrop k IL-2 [22]. Penentop IL-2 coctout u3 3
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OT/ENBHBIX, CBI3aHHBIX C MEMOpaHHOH, CyObeANHUII.
0-CyObeTuHUIIA PEACTABISICT OO0 1menb B 55 k/[ u
ompenenserca kak perentop CD25". Korma peren-
top IL-2 skcrpeccupyercss Ha CTUMYJIHPOBAHHOM
T-mumonute, 4acTh o-CyObENUHUI MOTYT OTKO-
JIOTHCS WJTM TIOJTHOCTBIO BEICBOOOANUTHCS B KPOBOTOK.
OOHapyKeHHas JaHHasi YacTHIA B repudepudeckoi
KpOBHU paccMaTpHUBaeTcsl Kak pacTBOPHUMBIN KOMIIO-
HeHT perienitopa k [L-2. TloBpIieHre KOHIIEHTPpAITUN
YPOBHSI CHIBOPOTOYHOTO PAacTBOPUMOTO perenTopa
IL-2 1 BBIpayKeHHOCTH SKCKPEIUH C MOYOi1 perentopa
k IL-2 ormeuens! ipu peruansax bBMU, uto, o mHe-
Huto S.A. Hulton, siBisieTcst Bcero JMIIb NMPAYUHOM
axtuBanyy u quddepernuporku T-mumdormros [23].

AxTtuBHpoBaHHbIE T-ITUMQOIUTEI, 2 UMEHHO Xell-
nepHas Gppaxuust (CD4"), nuddepeHmpyroTcs B 18e
B3auMouckiIouapinue cyonomynsuun Thl u Th2
IOJT BIUSHUEM JKCIPECCHUPYIOUINX IIUTOKUHOB. Tak,
IL-12 u IFN-y o0ycnasnuBarot cozpeBanue Thl, B To
BpeMs Kak akcripeccust 1L-4 Briusier Ha muddepen-
mupoBky Th2 [20, 24]. B cBoro ouepenb, Kaxaas u3
9TUX CyOMOMySAIUIl IKCIIPECCUPYET ONpeesIeHHbIe
LUTOKUHBI, 00JajjaloNe ayTOKPUHHBIMUA U T1apa-
kpuHHBIMU Mexanm3mami. [ Thl xapakrepna skc-
npeccust 1L-12, IFN-y, IL-6, IL-8. IL-4, IL-5, IL-13
nponyuupytores Th2. Onpenenenne perientopa [L-12
Ha T-xnerkax y OonpHbIX npu BMU BbIsIBHIIO CHE-
XKeHue [2-cyObeIMHUIIBI PeenTopa U HOPMAIBbHYIO
KoHIeHTpaiuio B 1-cyosenunni [25]. Stefanovic et al.
YCTaHOBWJIH, UTO /11 00IpHBIX ¢ BMU oT™MeuaeTcst BbI-
cokuit ypoenb Th2 [26]. bosnee Toro, mponynupyemblit
Th2, T.x. Ha3pIBaeMbIi c-maf-(hakTop, B CBOIO OYepeb
TaKXke perynupyer nuppepeHnnpoBKy T-KICTOUHBIX
cyomonyssiiuii B ctopoHy Th2 ¢ omHOBpEeMEHHBIM
nogasnenueM audpepennmposku Thl [27]. Beicokast
koHIeHTpanusa Th2 ompenenseT runepnpoayKIUio
IL-4 u IL-13, oOHapyxennyto y OonpHbIX ¢ BMU
[26-28]. U3BecTHO, uTo IL-13 perynaupyer KoHILIEHTpa-
nuro IgE, BBICOKUI YPOBEHb KOTOPOIO YACTO OIIpEie-
nsitoT mpu bBMU [28, 29]. Kpome Toro, o6HapykeHHbIe
penenTopsl K 3TUM LMTOKMHAM Ha MOAOIUTAaX U UX
BBIpAKEHHAs dKcrpeccus npu BMU nonreepxaaror
POJIb TIOCIIEHNX B NaTOreHe3e JAHHOTO 3a00JIeBaHus
[30, 31].

E.H. Garin et al. yka3pIBaioT Ha MOBBIIIEHHYIO
koHnentpamnuio 1L-8 mpu BMU, Takxe urparoriero
BaXXHYIO POJIb B MATOTE€HE3e HapyIIeHUs CENEKTHB-
HOCTH TIIoMepyJsipHOTo duibTpa. Jonroe Bpems cuu-
TaJIOCh, 4TO (HAKTOP MPOHUIIAEMOCTH, 0OHAPYKEHHBIH
y 6ompHBIX ¢ BMU, ecTh HE uTO MHOE Kak IL-8 [32].

B Hacrosmee Bpems B pazutuu bBMMU mmpoko
00CyX1aeTCs POJIb TPAHCKPHUITIIMOHHOTO (hakTopa NF-
kB axtuBupoBanubix CD4"-knetok [22]. AKTHBAIUs

NF-kB nporcxoaut mo BIUsTHHEM ITUPOKOTO CIICKTPa
MaTOTCeHETUYECKIX CUTHAJIOB, TAKUX KaK OaKTeprab-
HbIC areHTHl, T- 1 B-kj1eTouyHbIe MUTOTCHBI, ITATOKUHBI
u okcunatuBHbIN ctpece [33]. J. Das et al. [34] BoisiBH-
T aKTHBALMIO TPAHCKPHUIIIMOHHOTO (paKkTopa Toj
BiustHeM [L-13. B cBoro odepens akTHBHPOBAaHHBIN
NF-kB yBenuuupaeT KoHIIeHTpaluio rporeacom. Crie-
JIyeT OTMETUTh, 4TO aHTaroHucroM NF-kB siBisercs
I-kB [35]. U3BecTHO, 4TO MO IEHCTBUEM TITIIOKOKOP-
TUKOUJIOB TIPOUCXOAUT YBEIUYCHUE KOHIICHTPAIIUU
nocieaHero. OnHako, HeCMOTps Ha To, yTo bMU
XapaKTEPU3YeTCsl BHICOKON UYBCTBUTEIBHOCTHIO K
CTEPOUIHOM Teparuu, y HEKOTOPBIX MAIHCHTOB aKTHB-
HocTh NF-kB coxpansiercst Ha oHe mpueMa IIHKO-
KOpTUKOHMIOB. [Ipenmonaraior, 4T0 JOMOTHUTEIbLHEIE
(axTOphI BAUSIIOT HA M3MEHEHUS TPAHCKPUIIITHOHHBIX
(hakTOpoB, 00yCIaBIUBAs B TaIbHEHIIIEM CTEPOUIHY O
PE3UCTEHTHOCTS [36].

BoJse3ns MunnmaabHbIX n3mMeHennii u CD80

OaHO# W3 THIMOTE3 Pa3BUTHUS MPOTCUHYPUU TIPU
BMU siBnisieTcst mOBpeKCHUE TIeJIeBON Aradparmel,
perymupyemoe skcripeccueit CD80 (B7-1) Ha momo-
[IUTax — TPAHCMEMOPAHHOTO MPOTEHHA, YKCIIPECCH-
PYIOIIETOCSI Ha aHTHTCH-TIPE3CHTUPYIOMNX KIIETKaX
(AIIK), HarypanbHbIX Kwiepax u B-mumgornurax.
CD80 ompenenseT KO-CTUMYIHPYIOLINI CUTHA JJIs
T-nmuM@OonUTOB, CBA3BIBASICH C MOCICTHUMHE TTOCPE/I-
CTBOM coenuHeHms ¢ ux penentopamu CD28 [37].
JlaHHBII MEXaHU3M OTMEYAETCs MPU IIPENCTABICHUN
anturena AIIK T-kieTkaM ¢ mociemyromnei nx aKTu-
Barueil. OqHaxo cs3piBanne CD28 na T-mumbonmrax
¢ CTLA-4 —npotenna, sxcipeccupyemoro Ha Foxp3*-
perynaropubix T-knetkax (Treg), MHTHOHpYeT aKTHBa-
o nocneaanx. Myrtanus B rene Foxp3 y 601bHBIX C
BMMU npuBOIUT K CHUKEHUIO aKTUBAIIMK Treg-KIIeToK,
TEM CaMBIM CIIOCOOCTBYS Pa3BUTHUIO MPOTECHHYPUU
[38].

Reiser et al. mpogeMOHCTPUPOBAIIU PKCIPECCHIO
CD80 na momouuTax Moj ACWCTBUEM JIUIONOINCA-
xapuaos (JIIIC). In vivo sxcnpeccuss CD80 Ha nono-
[IUTax MPOUCXOMUT He Toibko mox BiusaueM JIIIC,
HO W JPYTUX TOKCHUHOB, HallpUMep aMHHOHYKJICO-
3una. Baxxaem sBisieTcst TO, 4TO dKcmpeccust CD8O
Ha TMOIOIUTAX MPHUBOAUT K HAPYIICHUIO CTPYKTYPHI
nocienHero u pa3sutuio nmporennypuu [39]. C.C. Yu
et al. obHapyxwmu, 9To CD80-TI00KUTETBHBIC TT0-
JIOIUTHI TEPSIOT BO3MOXKHOCTH MPUCOCIUHATHCS K
OazanbpHOIl MemOpaHe mocpencTBoM [1-UHTETpUHOB
[40]. IToBeimenue xonnentpanuu CD80 B Moue u B
Hepobuonrarax y 6ompHBIX ¢ BMU B omimune ot
6ompHBIX ¢ DCI'C ObUTO 00Hapyx)eHo Garin E.H. et
al. [41] Onnaxko, eciii npeAnoNoKuTh, yto CD8O0 1mo-
TEHIUPYEeT NPOTEeuHYypHIo y 0ombHBIX ¢ BMU, kakoBa
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torna ponb IL-13 B marorene3ze bBMU? 1o oxnoit u3
runore3 uMeHHO [L-13 cTumynupyeT sKCIpeccHuro
CD80 na mogomutax [42, 43]. Ilo apyroif Bepcun
axtuBaisi CD80 Ha momonmrax perynupyercs Toll-
like penenrropamut (TLR): TLR-3 u TLR-4, mockonbKy
JIIIC akTUBHU3UPYIOT IMMYHHBIE KJIETKH IIOCPEACTBOM
TLR nurann. B cBoeit skcniepuMenTanbpHol padote T.
Ishimoto et al. oOHapyKuIM pa3BUTHE TPOTCHHYPUH
y KpbIC, monyyuBIIMX uHbeKno TLR-3. D10 ncce-
JIOBaHUE MOATBEPAMIIO, 4To Kcpeccus CD80 moxer
OBITH OmpenesieHa Kak T-KJIeTOYHBIMH IUTOKHMHAMH,
tak 1 TLR nurangamu [44].

I'enernuyeckue ¢popmsl HC u BMU

[Momouwmth! siBNsitoTest Xopomio nuddepennupo-
BaHHBIMHU KJIETKaMHU BHEIIHETo cios kiryOouka. OHU
COCTaBJISIIOT OKOHYATEIbHBIH Oapbep B moTepu Oelka ¢
MOYOH MTOCPEICTBOM B3aUMOAECHCTBHS «HOXKEK» TI0/10-
nuta (ITH) u menesoii nuadparmel. bazonarepanbHas
yacTh [TH ocymiecTBiser HeHTPalbHYO (YHKIUIO
[TOJIOLIUTOB U COJAECPKUT TPU MEMOpPAHHBIX TOMEHa!
anyKanbHasg MeMOpaHa, KOMITJIEKC OEJIKOB IEeNIeBOM
nuadparMel U JIOMEH OMOPHOM TIAacTHHBI (T.e. Oa-
3apHyI0 MeMOpany). ITH comepxaT muHaMHYHBIH,
COKpaTUTENbHBIN anmnapar, COCTOSIIUN U3 aKTHHA,
muosuHa I, o-akTuHUH-4, TaduHa, BUHKYJINHA U CH-
HanTonoauHa [45—47]. ITH kpensaTcs K Ki1yOO4YKOBOM
6azanpHOI MeMOpaHbl mocpencTBoM o3 1-uHTerpruna
[48] u guctpornukana [49]. BeulO BBISIBICHO, YTO
a3B1-unTerpuH cueruieH BeicokoadGUHHOI CBI3BIO €
a5-1enplo JlaMuHnHA- 1 1 1 HU3KoAhPUHHON — ¢ KOM-
nornentamu bM [50]. Okcnipeccus o3P 1-nHTETpHHOB
OCTaeTcsl CoOXpanHoi kak nmpu bMU [51].

JlucTpornukaHOBBIE KOMIUIEKCHI COCTOSIT U3 YTPO-

¢uHA ¥ 0- U B-IUCTPOITIMKAHOB, U BXOIST B COCTaB
MBIIIEYHBIX U HEKOTOPBIX HEMBIIIIEYHBIX KJIETOK [52,
53]. Ilo maHHBIM psia UCCIeMOBaTENCH, OTMEUaeTC s
00 CHWXKEHHE, MO0 OTCYTCTBUE DKCIIPECCUU JHC-
TPOIIMKaHOB, KOPPETUPYIOIlee ¢ aKTUBHOCTHIO TIPO-
1ecca mpu MUHUMATBHBIX U3MEHEHUSX [53, 54], Torma
kak npu OCI'C aucTporuKaHbl B TKAHU MTOYKU CO-
xpaHeHsl [41]. Beicokoe cpoicTBO TUCTPOTTTMKAHOBBIX
KOMIUIEKCOB K JJAaMUHUHY U arpuny bM obecnieunBaet
LEJIOCTHOCTh TPEXCIOMHOM CTPYKTYPBI IIIOMEPYIISIP-
HOTO armapara [52, 54, 55]. UnTepecHo, 9TO MyTaIus
reHa, KOIMPYIOIIero CHHTE3 AUCTPOIIMKaHA, IPUBOAUT
K JICTaJIbLHOMY UCXOJy YK€ BHYTpHYTpOOHO [56].
Coenunenne [IH ¢ aHaJIOrHYHBIMH COCEIHETO
MOJIOIMTa MPOUCXOAUT C TIOMOIIBIO LIENEBON JHa-
¢dparmel, Takoe CTpocHHE 00ECTIEYNBACT CEICKTHB-
HBIA TIpOHHIIAeMBIN Oapbep B moukax [57]. Cnenyer
OTMETHUTb, YTO HAIlle 3HAHHE CTPYKTYPHl U (QYHKINUN
HIeJIeBO TuadparmMbl MOSBUIIOCH ITOCIIE U3YYCHUSI Te-
Hetudeckux hopm cemeitnoro HC, koTopbie BEIIBUIN
HECKOIIbKO OeNTKOB (MOo01uH, HepHH, o-aKTHHUH-4
u TRP6), MyTanus KOTOPbIX U OMpeAeNseT pa3BUTHE
nocnennux [58—61]. IaTepecHbIM 0Ka3aloCh, 4TO Cpe-
JTY TIAIIMEHTOB C TeHETUYECKH JeTePMUHUPOBAHHBIMU
dopmamu crepouj-pesucrenrnoro HC, o gaHHbIM
THCTOJIOTHUECKOTO UCCIIEIOBaHMsI, He OoJiee YeTBEPTH
(ot 10 1m0 25%) umenu Mopdoaoruvyecky Gopmy
BMMU [58-61, 62]. HecmoTps, uto B neisom bMU
HE CBS3aHa C MYTAIMsIMH M3BECTHBIX T€HOB, B pslie
paboT MPOAEMOHCTPUPOBAHA ACCOIMAIUS CTEPOU-
gyBcTBUTENEHOTO HC € reTepo3uroTHeIMU My TallisIMA
reHoB mojonnHa, HeppuHa u TRP6 [63—66]. Bonee
Toro, HaNu4YMe ceMerHsIx hopm bMU npeamnonaraer
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nHbeKuMs, anneprus
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(IL-4, 1L-13 m op.)
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PucyHok. MaTtoreHeTnyeckne MexaHn3mbl PasBuTUS 00Ne3HN MUHUMANbHbIX UBMEHEHUIA.
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HaJHMYUs TeHOB, OTBETCTBEHHBIX 32 Pa3BUTHE MTOCIIE-
HUX, CPEIH KOTOPBIX MOXKET OBITh U T€H JIUTENINab-
HOTO0 MEMOpaHHOTO MPOTEHHa-2, OTBETCTBEHHOTO 3a
passutus HC B nerckoii momymsmuu [67].

3ak/arouenme

HaxkonuieHHbIe 3HAHHS O KIMHUYECKUX U MOPQO-
norunueckux ¢opmax HC y nmereit 3a mocnennue fe-
CATHIIETHUS IEMOHCTPHUPYIOT, YTO B HACTOAIIEE BpEeMs
€ro CTepOUJ-4yBCTBUTEIbHBIN BapUaHT HE BCeraa
ACCOIMUPOBAH TOJBKO C Takoi Mopdoiornyeckoi
dhopmoit, kak BMU, HO MOXKeT HAOIIONATHCS Y ACTEH
¢ ®CI'C u nipu auddysnom Me3anruomnponudeparus-
HOM riomepynonedpure. bosee Toro, B 3aBHCUMOCTH
OT 3THMYECKOH NpuHajuiexxHoctu bBMU nmeer pas-
HYI0 YyBCTBHTEIBHOCTh K CTepouiaM. Tak, cTepoua-
pe3ucTeHTHOCTh y nanueHToB ¢ BMU ormeuaercs B
6,9% cnyuaeB. Cpenn nereid Azum, Adpuxu u Jla-
TUHCKOW AMEPUKHU YaCTOTa CTEPOUI-PESUCTEHTHOCTH
MoxkeT nocturark 40,8%. Takoil BeICOKHI pa3dpoc,
KaK MBI IoyiaraeM, oOyCJIOBJIeH pa3InyHbBIMU T1aTore-
HeTudyeckumu Mexanusmamu bBMU: ot ummyHonaro-
JIOTHYECKUX MEXaHU3MOB JI0 T€HETHMYECKUX MPUYUH

(pucyHOK).
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CONNECTIVE TISSUE DYSPLASIA AND NEUROMUSCULAR DYSFUNCTION
OF THE URINARY BLADDER IN CHILDREN (LITERATURE REVIEW)

'Altai State Medical University

PEDEPAT

0630p nuTepaTypbl 0600LLaET CBEAEHUS O ANCTIA3UN COEANHUTENBHON TKaHW y aeTel. O6cyxaaloTcsa BIUSHUE 1 B3au-
MOCBS3b NaTOreHeTUYecKnx pakTopoB, AeCTBYIOLMX HA ANCHYHKLIMIO MOYEBOIO Ny3bIPsA NPV ANCNIA3UN COeANHUTENbHOM

TKaHW.

Kniouesble cnosa: aucnnasnsg CoOegUHUTENIbHON TKaHW, HEPBHO-MbILLEYHaa AUCHYHKLUSA MOYEBOrO Ny3blpd, AeTU.

ABSTRACT

The literature review summarizes information about connective tissue dysplasia in children. The influence and the relation-
ship of pathogenic factors acting on the bladder dysfunction in connective tissue dysplasia is discussed.

Key words: dysplasia of connective tissue, neuromuscular dysfunction of bladder, children.

Hucnnasus coequautenpHon tkanm (ACT) —
rpyIina HacJIeAyeMbIX MM BPOXKICHHbBIX HAPYIICHUH
COCUHUTENIBHON TKaHU MYJIbTHU(AKTOPHOUH HpH-
POABI, XapaKTepU3YIOLUINXCSI TeHETHYECKON HEOqHO-
POIHOCTBIO M OTHOCHUTENIBHO AOOPOKAauYeCTBEHHBIM
TEUCHHEM, 0ObETMHEHHBIX B CHHAPOMBI ¥ (DEHOTHIIBI
Ha OCHOBE OOIIHOCTH BHELTHUX W/ BUCLIEPAJIbHBIX
npu3HAKoB [ 1, 2]. K CHHOHUMUYHBIM TEPMUHAM MOXKHO
OTHECTH TepMUH HeanpdepeHIUPOBaHHAS AUCILIA3HS
COEIMHUTEIHLHON TKaHH, MOAYCPKUBAIOIINHN OTIHMYUE
JaHHOTO (heHOMEHA OT CHHIAPOMAaJbHBIX (Haclel-
CTBEHHBIX) (pOpM MOpa’keHUs COETUHUTEIbHON TKAHU.
Kpurepun ocHOBHBIX HaclaeICTBEHHBIX (HOpM Imopa-
JKeHUSl COCIUHUTENILHONW TKaHW OIPEAEICHBI PSAOM
JOKYMEHTOB U IIOCTOSIHHO YTOUHSAIOTCS. [ @HTCKHe
kputepu (De Paepe A., 1994) onpenenwmu Kpurepun
JUarHocTuku cuaapoma Mapdana, MASS-cuaapoma.
B 1996 r. — Bunmnsdpannickue kputepun (P. Beigthon)
cunapoma Onepca—/lannoca, 1998 r. — bpalitonckue
KPUTEPUH AMArHOCTUKH CHHAPOMA TMIIEPMOOUIb-
HocTH cycTaBoB. B 2010 1. ObTH TIEpEeCMOTpPEHBI

Jlareies [1.10. 656038, Poccus, r. Bapuayin, np. Jlennna, 1. 40. Anraii-
CKHIi TOCYIapCTBEHHbBII MEANIIMHCKIN YHUBEPCUTET, Kadepa mporeaes-
THKH feTcKux 6onesneil. Tem.: (3852) 619-182, E-mail: 1dy2014@mail.ru

MUATHOCTUYECKHE KpUTEepUHU cuHApoMa Mapdana [3,
4, 7, 12]. B mporiecce uccieaoBaHusi HACIEICTBEH-
HBIX (OPM MOPAKEHUS] COCAMHUTEIHLHON TKaHHW Ha-
KaIJIMBaJIOCh BCe OONbIIE JAaHHBIX O BO3MOXHOCTHU
Mopa)keHus! (BOBJICUEHHSI B TTATOIOTUYECKHI ITPOIECC)
COCTMHHUTEIHHON TKAaHU BHE PaMOK HACJIEICTBEHHBIX
cuuapomos [1, 2, 4, 8-12, 14].

Tak, M.J. Glesby u coBt. (1989) npu ucciemoBaHuu
MAIMEHTOB, MOCTYHAIONINX B KIIMHUKY C [EITbIO HCKITIO-
YeHHUs HACJIEACTBEHHBIX OO0JIe3HEH COEeqUHUTEIHHOMN
TKaHU, TIOKa3aJI, 4To O0JIee MOJIOBIUHBI TAIIUEHTOB HEe
MOTYT OBITh KITaCCU(PHUIINPOBAHBI TI0 U3BECTHBIM HO30-
JIOTHSIM, HO TIPH ATOM JIEMOHCTPHUPYIOT 3HAUNTENIbHBIE
MIPU3HAKHU MTOPKEHHS COSTUHUTEIbHON TKaHH, B TOM
Yucye JUIMHHBIE KOHEYHOCTH, J1e(hOpMaIuio TPYIHOM
KIIETKH, aTpouiecKkre CTpuu, Mpoiarc MATPaIbHO-
ro KJIaraHa W HeOOJBIION CTENEeHU BhIPaKEHHOCTH
(mild) munaramuro kopas aoptsl [10]. J.E. Schutte n
coagT. (1981) uzyyanu aHTporoMeTpruuecKre 0COOeH-
HOCTH Yy JKEHIIMH, UMEIOIINX MPOJIaIlC MUTPATIEHOTO
KJlaniaHa, ¥ TPHIUIA K BBIBOJY, YTO 3HAUYUTEIbHAS
JIOJ1s1 TIAI[MEHTOB C MPOJIaiCOM MUTPAIBHOTO KJlarnaHa
MMEIOT ayTOCOMHO-JIOMHHAHTHO HAacCJIeqyIOUIuiics,
AHTPOTIOMETPUYECKH OTIIMYHBIN rabutyc. 9T0 CBUE-
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TEJILCTBYET O TOM, YTO ITPOJIATIC MUTPAJIHLHOTO KJIallaHa
SIBJISIETCS JIMIIB OTHUM KOMITOHEHTOM 0000IIeHHOTO0
cunapoma pazputusi [11]. F. Tocchioni u coasr. (2012)
M3y4yalid B3aMMOCBSI3b KOCTHOTO (peHOMEHa TshKe-
70U fedopManuy TPyJHOH KIETKH 1o Tumy Pectus
excavatum c nposiBneHussMu MASS-cunapoma. beuto
MOKa3aHo, YTO MPU3HAKH CHHAPOMAIILHBIX (POpM jmc-
IJ1a3UHM COSTUHHUTETHHON TKaHu (cuHapoM Mapdana,
cuHapoM Oinepca—/lannoca) BBIABIEHBI TOJIBKO Y
5 u3 79 mauuenToB ¢ Pectus excavatum, y 4 — npu-
CYTCTBOBaJIa M30JIMPOBaHHAA JedopMarus rpyaHoi
KJIETKH, y OosbiiHCcTBa (71%) — Hapsaay ¢ nedopma-
LHUEH TPyAHON KIIETKH, IPUCYTCTBOBAIM TAKUE MPU-
3HAKH, KaK MpOoJIalic MUTPAIBbHOTO KIJaraHa, Ipyrue
CKeJIETHBIE U KO)KHbIE M3MEHEHHs, XapaKTepHbIe /IS
MASS-cunnpoma [13].

Takum 00pa3om, B JOMOTHEHHE K HACIEACTBEHHBIM
(hopMaM TopaKeHUs] COeTMHUTENBHON TKaHU OBLIH
BBIJICTICHBI JTUCTUIACTHYCCKUE (DEHOTHIIBI, KOTOPBIC
OTIMYAIOTCS OoJiee TOOPOKAUYECTBECHHBIM TCUCHUEM.
K OCHOBHBIM AMCIUIACTHYECKUM (PEHOTHUIIAM MOXKHO
otnectu: 1. [Iponarnc mutpansHoro kianana (IIMK),
2. Mapdanouayo BHEHIHOCTh, 3. MapdaHnorno-
noOHBIH GeHorutn, 4. DnepconogoOHbI GeHOoTHT,
5. Curnpom runepmodmisHocTr cyctaBos (CI'MC),
6. CUHAPOMBI CO CMelIaHHbIM (peHoTHIIOM, 7. Hekac-
cupunmpyembii penorun. [IpeanoxkeHbl KpUTepuu
JIMarHOCTHUKHU JAaHHBIX COCTOSHHM [3,7].

B poccuiickoii HayuHO 1UTEepaType pa3BUBACTCS
OpUTHHAJbHASI KOHIIETIUS AUCIIIIa3UN COSINHUTEIb-
HOH TKaHHW. B 3TOi KoHUIENMU GOJbIIOE 3HAYCHHE
npujaeTcss BHEMHUM (DEHOTHITUYECKUM IpU3HA-
KaM BOBJICUECHMS COCAMHHUTENHHONW TKAaHU, 4YacTO B
JajdbHeHIIeM paccMaTpUBaeMbIM B UX KOPPENALUU
C BHYTPEHHHMMH TMpHU3HAKAMU (IUCIIIACTUYECKUMHU
W3MEHEHUSAMH CO CTOPOHBI CEepPAEUYHO-COCYAUCTOM,
JIBIXaTEeNbHOM, TUIIEBAPUTEIBHOM U IPYTHX CUCTEM).
[lo cytu, nonsarue HenupdepeHTMPOBaHHON THC-
IJIa3UM COEMHUTENIbHOW TKaHU HanOosee ONM3KO K
TaKUM TOHSATHUSM, KaK JHCIUIACTHYECKUE (DEHOTHIIBI
(B ocobenHOCTH HeKnaccupuIupyemMblid peHotun) u/
WJIM TIOBBIIICHHAS TMCIUIACTHYECKasi CTUTMaTH3alus
[2,4,9,12,15,17].

[ToguepkuBaeTcs, 4TO Ha 3Tare CTAHOBICHHS
JIAHHOW KOHUEMIINY POCCUINCKUMU UCCIIEA0BaTEIAMU
YUHUTHIBAJIUCH HATUYHE JI0O0r0 KOIMYECTBa CTUTM
JM33MOpUOTeHe3a B Ka4ecTBE MOATBEPKACHUS JIHC-
[JIACTUYECKOT0 CTaryca. JTO YacTO MPUBOAMIO K
TUIEepANAarHOCTUKE JTaHHOTO cocTosHusA. OnHaKo 3a
rociyieJHue ToAbl ObUTH CPOPMYIHPOBAHBI YETKHE
KpUTEPUH JAHHOTO COCTOAHMUSA. B CBsI3M ¢ 3THM Takxke
BO3HHUKJIa HEOOXOUMOCTD BBIJICIIUThH CTETIEHU BBIpa-
KEHHOCTH (TSKECTH) AUCIUIA3HH B 3aBUCHMOCTH OT
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BBIPQKCHHOCTH BHEUIHHX M BHYTPEHHHUX MPHU3HAKOB
nucriazun. Poceuiickue nccienosarenu pa3padarsl-
BAIOT KOHIIEMIUIO (heHOMEHa JHMCIUIA3UU COCIINHU-
TEJbHOM TKAHM B HAIIPABJICHUH ITOMCKA KOPpEIsLui
MEXKy BHEIIHUMH (EHOTUITUYECKUMHU MPU3HAKAMH
MOpaKeHUs COeTMHUTENFHON TKAaHU U TIOMCKOM COOT-
BETCTBYIOLINX UM U3MEHEHHSIM CO CTOPOHBI BHYTPEH-
HUX OPTraHOB, B TOM YHUCJIE B 3aBUCUMOCTH OT CTETIEHU
BBIPQXEHHOCTH CTUTMaTH3aIMH (TPEeUMYIIECTBEHHO
mo 6ayutbHOU cucteme) [2, 4,9, 12, 15, 17].

[pyras opurnHanbHas CTOpOHA 3TON KOHIIETIIUN
COCTOHUT B M3YYEHHUU BO3MOXHOCTH MOAH(PHUIUPYIO-
IIEeTO BIUSHUS IMCIUIa3UH COSIMHUTENbHOM TKaH! Ha
TEUYEeHHE COMAaTHYECKHX 3a00JIeBaHUil, YTO MOTEHIH-
aJIbHO MOYKET IPUBOIUTE K XPOHU3AINHN 3a00JIeBaHUH,
pPaHHUM OCJIOKHEHHUSM U, B LIEJIOM, OoJiee TSKEIoMY
TeueHuro natojoruw [15, 18, 19].

IIpo6aempbr nuarnoctuxku ACT

Huarnoctuxa JICT mpeacTaBiseT onpeneacHHbIC
MeTojoJoTuYeckrne TpyaHoctu. Hanbonee momnno
pa3paboTaHbl JUArHOCTHYECKUE KPUTEPUU CHHAPO-
MaJIbHBIX (HacleqCTBEHHBIX) GopM aucruiazuu. Kak
U3BeCTHO, Kinaccuduuupyemsbie hopmbl JICT omnpene-
JSIFOTCSL TEHHBIM JIe(DEKTOM U OYepUCHHOM KIMHUYe-
cKkoii cumnrTomaTukoi. OHu BKItodeHBl B MKbB-10,
B TMOMYJISALIMU BCTpedaroTcs peaxo. Hampumep, cun-
npom Dnepca-Jarmo 1:100 000, cuaapom Mapdana
1:10 000, mezaBepmennslit ocreorene3 1:10 000 [3,
7, 16]. Humxe mpeacTaBieHbl KpaTKUE CBEICHUSI T1O
JIUarHOCTHKE HEKOTOPBIX, HanOoJiee 4acTo BCTpedaro-
muxcst popm JICT. bazosbimu aist auarsoctuku JJCT
SBIISIIOTCS CIIGAYIOIINE TPUHLIUTIBL:

1. 68 mpusnaxoB J{CT u Gosnblite.

2. Bomieuenue He MeHee 2—3 pa3TUIHBIX OPTAHOB.

3. JlabopaTopHOe MOATBEPKACHUE HAPYLIECHUS
oOMeHa COeIMHUTENIbHOM TKaH! (TIOBBIILIEHUE YPOBHS
SKCKPEINH ITTMKO3aMUHOITIMKAHOB M OKCUIIPOJIMHA).

4. ®axt cemeiinoro Hakorienus nmpusHakoB J(CT.

C nenpio cragmaptuzanuu auarHoctuku ACT u
yctanoBieHus crenenu Tsokectu JCT mpemmoxena
OaymbHast TaONHIIA, BKITFOYAIOIIAS OCHOBHBIC BHEIITHUE
Y BUCIIEpaTbHbIE CUMIITOMBI JHUCIIIa31H.

HposBaenus ICT co cTOpoHBI OTAEIBHBIX OP-
TaHOB U CUCTeM

PasHpIMM rpynnaMu poccUiCKUX HCCIIEI0BaTeNeH
pa3paboTaHa KOHIIETILIHMS BOBJIEUYEHUS OTIEIbHBIX
opranoB u cucteM npu cuaapome ACT. Ilpu ananuze
JAHHBIX PA3JIMYHBIX aBTOpoB Hamboiee yacto JICT
JIUarHOCTHPYETCS 110 MaTOJIOTHH ckenera — B 57-94%
oT Bcex auciazuil. Hanbonee pacmpocTpaHeHHON
naToJioruen sBIAOTCA Kudockonuossl (70-80%),
wiockocronue (60,5-78%), apaxuomaktuius (36%),
nonas ctoma (16%), runepkudo3, TUIEPIOPI03
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(11-19%), runepmoOMIBHOCTE cycTaBoB (25-33%),
MOJINCETMEHTApHBIC paHHUE OCTCOXOHIPO3HI (38%).
Ho 27-41% nucrna3uii UMEIOT U30JIMPOBAHHBIC WU
COYeTaHHBIE YEPEIHO-JUIIeBbIe aHOMaluu (Jarmie
aCUMMETpHUsI HOCOBOM meperopoaku — 33%, muc-
(byHKIMST BUCOYHO-HM)KHEUEIIOCTHOTO cycTaBa — 16
%) [12,21-24].

ITatonorust koxku cocrtasiseT 10 18% oT Bcex
ciydaeB nposieienuit JICT, B OCHOBHOM 3a CUeT rure-
panactuanoctr ko (13-50%), cTpuit (8%), TOHKOI
1 JIETKO paHuMoit koxku (6%) [1, 25, 28]. [lo naHHBEIM
A.B. T'moToBa, maToja0rys MbIIIEYHOM CUCTEMBI 00bIY-
HO TIposiBIsieTcs runotpoduei (47%), runoronueit
Mmbi (33%), AuracTa3oM MPSMBIX MBIIII] KHUBOTA
(31%), abnoMHHATIBHBIME M BEHTPAJIBHBIMU IPEDKaMHU
(3-19,5%) [25].

Uro xacaeTcs ceplieqHO-COCYIUCTON CHCTEMBI, TO
BbIJI€JICHbI OCHOBHBIE THUIIBI ee opaskeHus npu JCT.
[Ipesxne Bcero, ATO KIIaNTaHHBIN CHHIPOM (JaIlle mpe-
CTaBJICHHBIN MIPOJIATICOM MUTpaJIbHOTO Kianana). Kpo-
M€ TOTO, K THIIMYHBIM TTOPaKEHUSIM MOKHO OTHECTH
TopakoradparMaabHHBIH CHHIPOM (ACTEHUYECKYIO
1 BOPOHKOOOPa3HYIO TPYIHYIO KIETKY, a TaKxKe Jpy-
rue nedopMHUpYIOIINe BApUAHTHI CTPOCHUS TPYIHON
KJIETKH), COCYAUCTHINA CUHIPOM (aCCOLIMUPOBAHHBIN C
MOPaXEHUSMHU COCYIOB AIIACTHYECKOTO THIIA), apUT-
MHUYECKUI CHHIAPOM U CHHJPOM BHE3AIHONH CMEpPTH
[1, 6,12, 17, 21, 22]. Ilo nanaeiM B.I. ApcenTheBa
(2012), mony4eHHBIM NPU CPABHEHUU TPYIIIHI Jie-
Tel, HaOpaBmux 30 GamnoB u 6ojee, MPU OIEHKE
(heHOTHITMYECKHUX TMPU3HAKOB JAMUCIUIA3UH C TPYMIION
CpaBHEHUS YCTaHOBJICHO, uTo y aerer ¢ JJCT Boime
konmaectBo DKI'-henomenos: B cpeanem, 3,16 Ha
onHoro pebenka. Taxxke y nereit ¢ JICT Bpimie uncio
n3menennii Ha OxoKI' (2,02 u 1,16 ocobennocrei
WU MaJIBIX aHOMAJIMA Ha OTHOTO pebeHka) [26, 27].

K BO3MOXHBIM H3MEHEHHSIM CO CTOPOHBI OPIaHOB
MHIIEeBapeHHs], aCCOUUUPOBAHHBIM C JHCIIIa3uel
COCTMHHUTEIHHON TKaHU, MOXKHO OTHECTH BHCIIEPOII-
TO3, TacTpod3odarealibHbIil peQIIOKC, METaKOJIOH,
JIOJTMXOCHUTMY, aHOMAJIUU PAa3BUTHS KEITIHOTO ITy3BIPS,
JMICKWHE3UH KETUEBBIBOASAIICH CHCTEMBI, TABEPTHKY-
JIBI TAIIEBOAHOTO OTBEPCTHUS U nadparMbl, CHHAPOM
pasnpakeHHoro kuimieunuka [12, 15, 26, 27]. B uc-
cnegoBannu M.B. Hluxna6uesa (2013) mokazano, 4to
ractpo33ogareanbHas pedurokcHas 6one3ns (I'DPB)
BCTpeuaeTcs B 2,7 pas3a daiie Cpeau MOAPOCTKOB C
JUCIUIa3ued COEMHNUTENbHON TKaHu. B a0l rpynne
I'OPb npoTrekaeT KIMHUYECKU TsKeIee, a SPO3UBHBIN
330(arut BeisIBIsICTCS B 26,9% citydaes [ 15]. B memnom,
o nanubie B.I. Apcentsena (2012), y 60IbHBIX C TUC-
1aszuel yame BerpedaroTcs ctoikue (17,6 u 4,0%,
p<0,005) u Hecroiikue (6,3 u 0%, p<0,02) nedopma-

[IUU KEIYHOTO IMy3bIps, U30BITOYHAS TTOABMYKHOCTH
neuenn npu apixaanu (5,7 u 0,0%, p<0,05). [27].

Jucnnaszus coeIMHUTEIbHO TKAaHU U MOYeBbI-
AeJUTeNbHasl CHCTeMa

Cunapom JICT moBOIBHO YacTO COYETACTCS U C
natosorueit mouek [1, 31, 32]. 1 HaobopoT, moutu y
kaxaoro tperbero namnuenta ¢ JCT nabmromatorcs
CHUMITOMBI, XapaKTepHbIE I MOPAKEHUS MOYEBBI-
JETUTEIbHON CHUCTEMBI: YacTO€ MOUYEHCIyCKaHHeE,
YyBCTBO HEIMOJIHOTO OMTOPOKHEHNSI MOYEBOTO TY3bIpA,
HUKTYpHS, SHYpe3, CUMITOMBI TUCMETab0InYeCcKon
Hedpomariuy, a Ipu yriyOoJeHHOM 00CIIeI0BaHUU
BBISBJISIIOTCS TOJIMKUCTO3, TUBEPTHKYJIE3 MOYEBOIO
My3bIpsi, He(YPONTO3, ATOHUS YAIIEUHO-JIOXaHOYHON
CUCTEMBI, YJIBOCHHE TMOYKU W/WIA MOYEBBIBOJSIINX
myteit [31, 32]. [Ipu ACT BbicOKa BEpOSTHOCTH Ta-
KHX BHCIICPaJbHBIX MPOSBICHUHN, KaKk HeponTos,
aTOMHUA YalleYHO-JTOXaHOYHOW CHCTEMBI, YIBOCHHUE
MOYKH, MOYEBBIBOJSIINX ITyTeH, aHOMaJIHsI pa3BUTHUS
MOYETOYHUKOB, ITy3bIPHO-MOYETOUHHKOBBIH pedIiokc,
nucMetabouaeckast HeporaTusl.

AHanu3 CTPYKTYPHBIX H3MEHEHUH CO CTOPOHBI
MOYEBBIICIUTENBHOM CHCTEMBI TIPEACTABIICH B paHee
nuTHpyeMoit padore B.I. Apcentsesa (2012). Yera-
HOBJICHO, YTO, IO NaHHbIM Y3U mouek, cpenu aeTeit
¢ JICT Bpblre ypoBeHb IPHOOPETEHHBIX aHOMAJIHUA 110
CPaBHEHUIO C KOHTPOJIbHOM IPYIIION: THIIEPIIOJBHXK-
HocTh (12,0 u 0%, p<0,005), mHedponTos (6,3 u 0%,
p<0,02), muenoskrazuu (5,0 u 0%, p<0,05). Beime
CyMMapHas 4acToTa BPOXKJIEHHBIX aHoManui (8,8 u
0%, p<0,005), B OCHOBHOM 3a CYET yABOCHHUS IMOYCK
(5,0 m 0%, p<0,02), a Taxke 3a c4eT OoIee peaKUuxX
anomanuii (cunapom @Opeiinm, areHe3uss W KHUCTHI
nouku). IlomyepkuBaercs, 4To MapajienusMa Mpu
yTSDKENIeHNN KoMITiekca BHemHuX nmpu3HakoB [ICT ¢
HapacTaHUEM YHclia HaXOoMoK Ha Y3U He BBIABICHO
[27].

B pa6ote S. Varnero u coast. (1992) usyqanocs
coYeTaHue MpoJiarica MUTPAIBHOTO KJIallaHa ¢ TaKuM
ayTOCOMHO-JIOMUHAHTHBIM 3a00JIeBaHUEM, KaK T10-
JIMKUCTO3 MOYEK. YCTaHOBJICHA BBICOKAs YacTOTa BbI-
SBJICHUS TpoJIarica MUTPAIBHOTO KJlarnaHa y O0IbHBIX
C TIOJIMKMCTO30M T04eK, cocTaBuBInas 33,3%, B rpyrre
ONMU3KHUX POJCTBEHHUKOB OOJBHBIX C IMOJUKHCTO30M
noyex — 23,5% u ronpko 1,7% — B TpyIIie CpaBHEHUS.
ITo MHEHHIO aBTOPOB, 3TO MOKET CBHIETEILCTBOBATH
0 TOM, YTO 00IIHe TeHeTHIECKUE Ie()EKThI MOTYT NPH-
BOJIUTH K MOPAYKCHUIO COCTUHUTEIIBHON TKaHU [14].

[loaTBepxneHns BOBICYESHUS MOUEBBLACTUTEILHOM
cuctemsl ipu JICT momyuenst B.A. I'aBpunoBsiM
(2001), m3ydaBmIUM B3aMMOCBS3h MEXKIY XpOHUYE-
ckoii moyeyHoi marosorueit u npusHakamu [ICT co
CTOPOHBI CEPACTHO-COCYAUCTON CUCTEMBI y 256 JeTel.
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YcTaHOBIIEHO, UTO JUCTIIA3Hs COeINHUTEIHHON TKAaHN
cepyia Obl1a BEISIBIICHA Yy 3HAUUTEIBHOTO YKCIia 00ce-
JIOBaHHBIX 00IBHBIX (B 71% HabmogeHuit, p < 0,05).
AHann3 mokas3ai, 4To y OOJIBIIMHCTBA 00CIEOBAHHBIX
60mbHbIX (74%) orMeuanucs 11 u 1l crenenu nucra-
3UM COeTUHUTEIHLHON TKaHH Cep/Ilia, YTO paclieHUBa-
JIOCh KaK BhIpaKeHHBIC M3MeHeHus. [Ipu aToM Takue
W3MEHECHUS HaOmomanuch y 75% netreit ¢ ocTphIM
romMepyaoHeGpuToM, y 72% — ¢ XpOHHYECKHUM TJI0-
Mepynonedpurom, y 100% — ¢ HHTEPCTHIIMATEHBIM
HeputoMm, y 74% — ¢ OCTPBIM IHEIOHEPPUTOM, Y
70% — ¢ XxpoHudeckuM muenonedpurom, y 72% — ¢
XPOHUYECKHM MUEIOHe()PUTOM C HEUPOTeHHOH auc-
(yHkumen MmoueBoro my3sips, y 90% — ¢ u3onupoBan-
HOM HeHporeHHO! TUCYHKITNEH MOUEBOTO ITy3bIPs, Y
64% neteit — ¢ «MaJBIMIY) aHOMATHSIMH TTOYeK [29].

CyIecTByIOT aHATOMO-(DyHKIIMOHAIbHBIE 000-
CHOBAaHHUS BOBJICUCHUS MOYCK B MATOJIOTHUYECKUM
npouecc mpu JICT. Kak u3BecTHO, B Mo4Kkax oopasy-
€TCS OCHOBHOW aKTUBHBIM META0OIUT BUTaMUHA D
1,25-muruapokcuButaMut D. BenymyuMy BHEITHUME
(heHOTUTTNIECKUMU TIPU3HAKAMH TUCTUIA3UU COCTUHU-
TEJIbHOM TKaHH SBJISIOTCS KOCTHBIC (DEHOMEHBI, TAKHE
KaK pa3JuYHbIC BU/IbI JeOpMAIMK IPYIHON KIETKH,
ACTCHUYECKUH THUI KOHCTHUTYIMH, JOJHUXOledaus,
HapylueHus ocaHkH. Buramun D siBisieTcst oqHUM U3
KJTFOYEBBIX (PaKTOPOB PA3BUTHUS U CO3PEBAHMUS KOCTHOMN
TKaHU B TCUCHHE BCEH KU3HU YeoBeKa. M3BecTHO, 94TO
OCHOBHBIM 3(QeKTOM aKTUBHBIX (hopM BuTammHa D
SIBIISICTCSI TIOBBIIIICHUE BCACHIBAHUS KAJIBIIHAS B TOHKOH
KHIIIKE ITyTeM aKTUBAIIMH KaJIbIIMEBBIX KAHAJIOB, BHY-
TPUKIIETOYHOTO MEPEHOCUNKA KAJIBIIHSI KaTbOUHINHA
1 KaJlbIIMeBOT0 HAcOCa: 3a CYET ITHX MEXaHHU3MOB
KaJIBIIUNA TIEPEHOCUTCS U3 DHTEPOITUTOB MPOTUB Tpa-
JIMEHTA KOHIIEHTPAIINH B I1a3My KpoBu. Kpome Toro,
1,25-muruapokcuButaMut D u 24,2 5- TurunpoKCHBH-
TaMuH D akTUBUPYIOT Mpouecchl Tu(GepeHIIupOBKU
u nponudepanun XOHIPOIUTOB U OCTEO0IaCTOB, a
TaK)Ke BBIPAOOTKY OCTEOKAIBbIIMHA, TIIABHOTO HEKOJ-
JIareHOBOTO OeJIKa KOCTH.

B psine paboT mokazaHa BhICOKast 4acTOTa OCTEO-
MeHUH y OONMBHBIX C MUCIIIA3UCH COCAMHHUTEILHOMN
tkanu. Tax, B.C. bapanoBeim u coast. (2010) Obu1O
MpOBeNCeHO oOcienoBanue 66 eTel ¢ KIMHHUYECKU
BEIpaKeHHBIME TIpu3Hakamu JJCT. ABTOpHI MpoOBEIH
JIBYX3HEPreTHUECKyI0 PEHTI€HOBCKYI0 abcopOimo-
METPHIO KOCTHOW TKaHHW U OIpeNeieHHue MOIUMOp-
¢uzmarenoB COLIAI (G-T)u VDR (Taql), ocHOBHBIX
TeHOB-KaH/AUaTOB, 00ECIIEYUBAIOIINX PEMOIEIHPO-
BaHHWE KOCTHOW TKaHU W aCCOIMHUPOBAHHBIX C pas-
BUTHEM OCTEONOpo3a. BrIsBIeHa BBICOKAs 4acToTa
CHUKEHUS] MUHEPAJIBbHOM MJIOTHOCTH KOCTHOW TKaHH
y nereit ¢ ACT: y 54,5% B MOSICHUYHOM OT/IEJIE TI0-
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3BOHOYHHKA U Y 42,4% BO BCEM CKelleTe, UTO CyIIe-
CTBEHHO BBIIIE aHAJOTHYHBIX JaHHBIX KOHTPOJIHHON
rpymmnsl (24,2 u 12,1% coorBerctBeHHo). OnHAKO
3HAYMMOTO BKJIa/la TeHETUYECKOTO MOJMMOopdu3Ma B
CHIDKEHUE MUHEPAIbHOW TUIOTHOCTH KOCTHOM TKaHU
y nereii ¢ JICT ne BoisiBneno [33]. Takum oOpazom,
00JIBII0M MHTEpEC, B TOM YHCIE B paMKax KOHIIETI-
[IUU JAUCTIIIA3UN COCMHUTEIBHON TKaHH, TpPEeICTaB-
JSeT WU3y4YeHHE pPEHAJIbHBIX MEXaHU3MOB Ppa3BUTHUS
ocreonarud. Enie oqHUM BapuHaHTOM IIOYEYHOH na-
TOJIOTHH, MOTEHIIHAIBHO CBS3aHHBIM C JIMCIUIa3uen
COETMHUTEIHFHON TKaHH, TPOTPECCUPOBAHUEM U yTA-
JKeJIEHUEM TEUeHHUs 3a00JIeBaHUA MOYEK, Pa3BUTHEM
OCTCOTICHHH, SIBIICTCS AUCMeTaboImdeckas Hedpo-
MaTus.

Taxk, A.B. CyBoposa u coast. (2013) nposemnu uc-
cienoBanus nereil, coderaromux npuzHaku ACT u
M3MEHEHHs B MO4Ye, XapaKTepHbIe I AUCMETa00IH-
yeckux Hedpomatuii. [lpu comocraBieHnn pes3ynb-
TaTOB JICHCUTOMETPHH M OMOXUMHUYECKHX aHAJIN30B
KpPOBH ¥ MOYH ITOKa3aHO, YTO Y JIeTeil ¢ qucmerado-
JTUYecKkoil Hedpomaruel oTMmevancs OCTEOINeHHYe-
CKMM CHUHAPOM C BBICOKOH AKTUBHOCTBIO KOCTHOTO
pemozenupoBanus. [1o pe3ynbraraM AeHCUTOMETPUN
OCTEOIOpO3 BBISIBIIEH B 28 cllyyasik, OCTEONEHUS — B
12, noBbIIICHHAS INIOTHOCTH KOCTEH — B 2, TNIOTHOCTD
KOCTel B Tpesienax HOPMBI — TOJIBKO B 4 ciydasx.
JlaHHBIM KOCTHBIM M3MEHEHHUSM COOTBETCTBOBAJIN
JUCMETa0O0IMYeCKe HapyIICHUs, TPEeUMYIIECTBEH-
HO TIO THUITY THIEePKaIbINypuu — B 32 ciaydasix. ABTO-
PBI JIeNaloT BBIBOJ, YTO BKJIAJ JTHUCMETa0OIUYECKHX
HedponaTuil B GOPMHUPOBAHHUE OCTEOTIATHIA Y JIETEH ¢
JIMCIIa3uel COEMHUTEIbHON TKAaHU MOYKHO OIpeie-
JUTHh KaK 3HAYUTEIHHBIN, HApsAy ¢ aHOMaJIHel Koj-
JIAaT€HOBOI MaTPUIILI KOCTHOH TKaHw [15].

Coueranne [CT m mucmerabomudeckoir Hedpo-
IIaTUM y B3pociblX uccienosano ILH. Bepemarunoit
(2008). ITo nMHaMUYECKUM aHATM3aM MOYU B Tede-
HUE HECKOJNbKHX JIeT (10 aHalu3y aMOyJaTOpHBIX
kapt) B rpymme 6onbHbIX ¢ JJCT BbIsBIEeHa OKcaly-
pus y 32,6% obcnenoBanubix. Y 57% uU3 HUX CyTOY-
Hasl OKCAIypHsl COCTaBUIIA, B cpeaHeM, 315,6 mr/cyt
npu HopMme 20—40 mr/cyT [34].

B panee nutuposannoii padore A.B. CyBopoBoii
C IIeJIbI0 YTOUHEHUS MaToreHes3a MporpeccupoBaHus
noyeyHoi natonoruu y 6oisHbIX ¢ JJCT npoBeneHs
WCCIICZIOBAHUS COJICPKAHUS KaNblIMs MMapajieNIbHO B
Takux cyocrparax, kak PRP (mnma3zma, 6oraras Tpom-
6ouuramu), PPP (mmasma, 6emHast TpoMOOIIUTaMH),
Serum (CBHIBOPOTKA) Y BCEX 00CIICTIOBAHHBIX OOIBHBIX
Uy TPYIIBI 300poBBIX AeTeil. [lokasaHo, 4TO B ChI-
BOPOTKE TPYIIIHI ¢ OOJBIIEH YeM B IPYTHX Tpymmax
cymmoit mapkepoB JICT comeprkanue KambpIus ObLIO
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BhIle, yeM B mazme (PRP). bonee Toro, B 6emaHoit
TPOMOOIIUTAMH IIJIa3Me OTMEYaJIC 3HAYUTENbHBIN
MIPUPOCT KanbIus 1Mo cpaBHeHUIo ¢ PRP, uto 00b-
SCHSIETCS TIOCHENCTBUAMH LEeHTpudyrupoBanus (B
CTaHJIApTHBIX YCIIOBHUSX, B IUIACTHUKOBBIX IMPOOHP-
Kax) y OOJBHBIX C ONpPEACIEHHBIMUA 0COOCHHOCTIMU
MeMOpaHbl TPOMOOIIUTOB — APPEKT «HeIep KaHUsI
MeMOpaHbI», WIN «IPEXKAEBPEMEHHOTO BBICBOOOXK-
JEHUSD, Pe3yJabTaTOM KOTOPOTO SIBIISETCS Pa3BUTHE
BTOPUYHOTO «Ae]exTa HakoruieHus». Ha ocHoBanuu
MIOJTyYeHHBIX TaHHBIX ObLIa MpeIoykeHa MOJIeTh Ta-
TOTeHe3a pa3BUTHUS IUCMETaboIMYecKnX Hedpoma-
tuit npu JICT:

1. TloBelmieHHAss NPOHHUIIAEMOCTH KJIETOYHOMN
meMOpansl (MemOpanomnatust) npu JCT B kieTtkax
SMUTENUS TTOYEYHBIX KAaHAIbLIEB C HAPYLICHUEM aK-
TUBHOTO TpaHcmopTa Ca.

2. Bropuunas MUTOXOHJIpHATbHAsA HEIOCTATOU-
HOCTb C DPa3BUTHEM IOYEYHOTO TYOYISIPHOTO aIfu-
71032, CHIDKEHHEM IPOIECCOB TKAHEBOTO JbIXaHUS U
JMadbHEHIIeH necTpyKIueit MeMOpaH KaHaIbIIIEBOTO
SMUTEIHUS.

3. ®opMHUpOBaHHE CHMIITOMOKOMILIEKCA JHUCMe-
TaboIMYeCcKOr HEPPOTATHH C PAa3BUTHEM BTOPHUYHBIX
ocreonaruii [15].

OnHako JaHHBIE O XapakTepe M3MEHEHWH Kallb-
uueBoro obmena npu JCT mporuBopeumBbl. Tak,
B uccnegoBanuu T.M TBOporoBoii mokasaHo, YTO B
rpynmne u3 30 nmoapoctkoB ¢ JACT oTrmeueHo oruer-
JMBOE CHIDKEHHME SKCKPEUUH KaJbIMs B YTpEeHHEH
nopiud Mouu (1,2+0,02 Mmosb/1 ipu HOpME 2,5+6,2
MMOJIB/JT), YTO SIBISIETCSl OTPAKEHHEM BBIPAKEHHOTO
JneunnTa MEHEpaia B OpraHu3Me U MO3BOJISIET T10JIa-
ratb, 4To notpedHocts B Kajsimu mnpu JICT ropazno
BBIIIE, YeM TIPU €€ OTCYTCTBUH. JlepHuuuT Kaabius
MIOATBEPAMIIN U Pe3ybTaThl JEHCUTOMETPHUECKOTO
WCCIIEZIOBAaHUS, KOTOPHIE BBIABWIN CHIKEHHE KOCT-
HOM MuHepanu3anuu y 18 marueHtoB. AHanu3 pe-
3yJABTATOB IOKa3aj, YTO CTEMEHb JeMUHEepaTU3aluu
KOCTHOM TKaHH Yallle COOTBETCTBOBAJIA OCTEONEHHH,
omHako y 17% TOApPOCTKOB OBLT JUATHOCTUPOBAH
0CTEOII0PO3.

Crenyer moJuepKHyTh, 4TO BCe pabOThI Oazupy-
I0TCS, TPEUMYIIECTBEHHO, Ha UCCIIEIOBAaHNH YPOBHS
CBIBOPOTOYHOTO Kaublusi B (ocdopa, BhIpaKeHHO-
CTH KaJlbLINypUH, TaHHBIX JEHCUTOMETPHUU. YPOBEHb
BuTamMuHa D He nccenoBany HU B OHON U3 PadoT.

B nenom, nanHble BAMSHHUS TUCMETA0OIMYECKIX
Hedponaruii ipu JICT Ha TeueHHs MOYEUHBIX 3a00-
neBaHui HEe oHO3HAYHEL. Tak B padote O.FO. danee-
BOH 1 coaBT. (2013) mpoBeneHO cpaBHEHUE PacIpo-
CTpPaHEHHOCTH U BbIpakeHHOCTH Tpu3HakoB JICT B
rpynmnax OoJNbHBIX C AucMeTabonndeckol Hedpoma-

THEH ¥ XPOHWYECKUM NHeTOHEe(PPUTOM. YCTaHOBIIe-
HO, YTO TIpU OOCJIEOBAaHHU JICTEH C XPOHHYECKUM
nuesoHeppuToM 6 BHEIIHUX CTUTM H 0Oojee Juc-
sMOpureHesa BIABISIOCH Y 61% meteilt, a B cimydae
nrucMeTrabonudeckoi Hedponarun Tonasko y 48,3%.

Jlerkas crenenp JICT BeisiBneHa y 35,4% nereit
1-it rpynmel 1y 31% gereit 2-i rpynmel. CpenHsis
creneHb — y 46,3% nereit 1-i rpymnmsl u'y 27,6% ne-
Tel 2-i Tpymel, TsKenas creneHs — y 3,7% nereit
1-#t rpynmet u 'y 3,4% nereit 2-it rpynmbl. Takum 00-
pasoMm, B TpylIe ¢ XPOHUYECKUM MNHETOHEPPUTOM
mpeo0IIanano Yucio AeTel Co CpenHel CTETIEHBIO TH-
s)kectu cuaapoma JICT, B To BpeMs Kak B TPYTIIIE Jie-
Tel ¢ nuceMeTabonyeckoi Hedpomaruei yarie oTMe-
Yasach JIerkast CTeleHb TSKECTH JAHHOTO CHHAPOMA.

[Ipu 3TOM CHHIIPOM TUTIEPMOOUIBHOCTH CYCTaBOB
BbIsIBIIeH y 12,2% nereit 1-it rpynmel n 'y 13,8% ne-
Teil 2-1 TPyNIIbl, a TPU3HAKHM COSMHNUTETbHOTKAHHON
JUCIIIa3uHd CO CTOPOHBI BHYTPEHHHX OPraHOB BbISB-
nensl y 75,6% nereit 1-it rpymmel u 'y 86,2% nereit
2-i1 rpynmbl. Takum 0Opa3oM, BHEITHHE (PEHOTHITNYC-
CKHE TMPHU3HAKK TUCIUIa3UX Mpeolafaiu y OOJbHBIX
C BOCIIAIUTENIFHBIM 3a00JIEBaHUSAMH TIOYEK, a THIep-
MOOMJIFHOCTh M BUCIEpalIbHbIE MTPU3HAKU JUCIUIa3UN
OBLTH BBISIBJIICHBI B PAaBHOM 4YHCIIE CirydaeB [15].

B npyroii paGore 3THX k€ aBTOPOB HJsI OOBscC-
HEHUS BBISBICHHBIX (EHOMEHOB MPEANPHHSATA II0-
MBITKAa U3YYEHUSI MarHUEBOTO TOMEOCTa3a B rpymmax
OOJBHBIX C BOCHAINTEIBHBIMA U OOMEHHBIMHU 3200-
JeBaHusAMHU nodek. IToka3ano, 4To cpeaHuil ypoBeHb
MarHvs B CBIBOPOTKE KpOBH Y JA€TeH BCeX TPYIII
WCCIIEZIOBAaHUS HE HMEN JOCTOBEPHBIX OTIMYHHA OT
KOHTPOJIBHOM Ipynisbl. I[Ipu olieHKe ypoBHSI Maraus
B CYTOYHOM MOY€ YCTaHOBJIEHBI CTAaTHCTUYECKH 3HA-
YUMbIE paszIUuus: y JeTel ¢ AMCMeTaboIn4YecKon
HedponaTuer, TyOyJTOMHTEPCTHUIIMATBHBIM HeQpu-
TOM M XPOHHYECKHM MHEIOHEPPUTOM COJepIKaHUEe
MarHusl B CyTOYHOW Moue OBUIO JOCTOBEPHO BBHIIIIE,
4eM B KOHTPOJIbHOM Irpymnme. Kpome Toro, npu pacue-
T€ KJIMPEHCa MarHus Takke MOJyYeHbl JOCTOBEpHbIE
pa3nuyus, a UMEHHO, YBEeJUUYEHUE MoKa3aTess KIu-
peHca Maruus y JieTeil Bcex 3 rpymn UCCIeOBaHus
M0 CPABHEHUIO C KOHTPOJIEM.

Ha ocHoBaHuUM NMUTEpaTypHBIX TAHHBIX, aBTOPbI
JIENIAIOT BBIBOJ, COTJIACHO KOTOPOMY DKCKpEIHs Mar-
HUS TOBBIIIACTCS MPHU JTIOOBIX MHTEPCTUIIUATBHBIX
nporeccax B moykax. J[OMOJHUTENBHO HApyIIEHUS
MeTabomm3ma Maraus pu JICT MoryT ObITh CBS3aHBI C
KayJMHOM, I3MEHEeHHUs1 KoToporo npoucxomst npu JCT
(axtuBanun rena CASR). Kak pe3ynbrar — yMeHbIlIeHe
peaOcopOry MarHus B MOUEUHBIX KaHabIax [15].

E.I1. Tumodeena (1997) nokasana HEKOTOPhIC
0COOCHHOCTH TCUCHUS MTHeNIoHepUTa y IETeH C InC-
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Ia3uedl COeMHUTENBHON TKaHU: MUeIoHeQpUT y
HUX Yallle MPOTeKaeT MaJOCUMIITOMHO, MPOSIBIISSCD,
KaK MIPaBUJIO, JIUIIb MOYEBBIM CHHAPOMOM, U XapaK-
TepU3yeTcs ABYCTOPOHHUM MOPaKEHHEM B COUCTaHUN
C pa3HOOOpa3HBIMH BPOXKJICHHBIMU aHOMATHSIMH
Pa3BUTHS MOYEBON CHUCTEMBI, a TAK)Ke C MEMOPaHHO-
JNECTPYKTUBHBIM NPOIECCOM M HEI0CTAaTOYHOCTHIO
nupuaokcuna [30].

E.H. Jlorunosa u coast. (2015) kK 0CHOBHBIM 0CO-
OCHHOCTSAM TEUCHUS XPOHUIECKOTO MHEIOHe(hpHTa HA
¢one JICT oraocsat nzmenenust ummynureta npu JICT,
YTO0 00YCIIOBJIMBAET BSUIOTEKYIIEE WM OYCHb TSDKE-
noe Teuenue 3aboneanus. Kpome toro, yBennuenue
JKECTKOCTH COCYIUCTON CTEHKH, MPOTpecCcCUpyromas
supoTenuanbHas quchynkuus npu JCT npuBogsr x
HapyIIECHHUIO ITOYEYHON TeMOJJMHAMUKH 110 MEXaHU3MY
rarneprepy3un U rurnepuIbTpalum, 4To paccMarpu-
BAeTCs B KaU€CTBE OCHOBHOTO MeXaHU3Ma IIPOrpeccH-
pOBaHUA XpOHUYECKON Oosie3Hn moyek [43] .

A.W. MapteiHoB u coaBt. (2015), o6obmas nan-
HbIE O BO3MOXHBIX MEXaHHU3MaX O3HJIOTEIHATBLHOU
mucoynkunu npu JACT, yxassiBatot, urto mpu JCT
MOBBIIIACTCA TTPOHUIIAEMOCTh 3HOTENHS, POUCKO-
JTUT 3aMEIIeHNEe COCYAUCTHIX CIOEB COeTMHUTENbHON
TKaHbI0, 00pasyerca (uOpo3. YBenuueHue KecTKo-
CTH apTepHii, B CBOIO OUepe/ib, CTUMYIUPYET GpopMu-
pOBaHKE U IPOTPECCUPOBAHUE CTPYKTYPHOU MATOJIO-
THH apTepHil pazHoro kaiauopa [44].

HepBHo-MbIeyHast IUCHYHKIUS MOYEBOIO
NMy3bIps M 3HYpe3 — BO3MOKHbIe NMATOreHeTH4e-
CKHe CBSI3U € JUCILIA3HEH COeJUHUTEIbLHOM TKAHU

B nnane KoHIENIMY JUCIIA3UN COSIUHUTEILHON
TKaHU OOJBIION HMHTEpEeC MPEACTaBISAeT H3yUeHHE
IPYIIBL IETeH ¢ HEPBHO-MBIIICYHOHN JucyHKIneH
MOYEBOTO MY3BIPsl, SHYPE30M, APYTUMH CUHIPOMAMU
HapyIIEHHOTO MOYEHCITY CKaHHs.

B nmutupoBannoii panee padore B.A. I'aBpmiioa
(2001) xoncraTrpoBan (akT KpaiiHe BBICOKOH pac-
npoctpanennoctu JICT y nereit ¢ HapymeHUsSIMHU
moueucmyckanus. Taxk, Il u III crenmern ACT BoIsIB-
JeHbl y 72% MarueHToB ¢ XPOHUIECKUM MUETOHE (-
PUTOM B COYETAHUH C HEPBHO-MBIIIEYHON TUCPYHK-
urel MoueBoro my3sips u'y 90% — ¢ u3onupoBaH-
HOW HEPBHO-MBINICEYHON TUCHYHKIMEH MOYEBOTO
my3bips [29].

OpHUM U3 TATOTEHETHYECKHX MEXaHM3MOB pas-
BUTHS HEMPOTEHHBIX JUCQYHKIINH MOYEBOTO ITy3BIPS
Y HOYHOTO HeJIepKaHUs MOYH SIBIAIOTCA HapyIICHUS
BEreTaTMBHOTO ToMeocTa3a. Hapyienus Beretarus-
HOW CHCTEMBI TaK)Ke BEICOKOCTICIIM(UYHBI U JIJIST JAHC-
IJIa3UU COEQUHUTEILHON TKAHU.

Tak, ansa mHacnenctBeHHBIX (opMm JICT Obuto mo-
Ka3aHo, YTO BereTatuBHast AUCHYHKIUS SBIACTCS Of-
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HUM M3 Hambollee paclpOCTPaHEHHBIX CHMIITOMOB.
I1o MHEHHIO HEKOTOPBIX aBTOPOB, BET€TATUBHYIO JIHC-
(GYHKIMIO ClielyeT paccMarpuBarh Kak Mallblid Jva-
THOCTHUYECKHI KPUTEPUH CHHIpOMA THIEPMOOUIIB-
HOCTH CycTaBoB [3]. Bricokast 4acToTa BereTaTUBHBIX
mucpyakmmid npu JACT moxer ObITh 00ycioBie-
Ha HACJICJICTBEHHBIMH OCOOCHHOCTSIMH  JTMMOWKO-
PETUKYIAPHOTO KoMIUIekca. Tak, IMoka3aHo, 4To Y
6ompmmHCcTBa JUIl ¢ JCT, mpeapsBastonmx xKano0bl
Ha c1a0oCTh, YTOMIISIEMOCTb, CEpALICONEHIE, BBISBIII-
IOTCSl TIPU3HAKK OPTOCTATUYECKOW HEYCTOMYMBOCTH.
[Ipu »ToM y mammeHntoB ¢ cuHApoMoM Mapdana B
OCHOBE 3THX KaJloO JISKUT OpTOCTaTW4ecKas THIIo-
TEH3Ms, a y JMIl ¢ CUHApOoMoM Jnepca—/lanino — mo-
CTypajbHasi opTOCTaTH4ecKas Taxukapaus. V3mene-
HUSI CO CTOPOHBI HEPBHOM CUCTEMBI Y MAIlEHTOB C He-
i dhepeHInpOBaHHON ANCTIIA3UEH COCAMHUTEILHOM
TKaHH, B TOM YHCJIE C YYETOM CTENEeHH BhIPaKEHHO-
CTH, U3y4EHBI B psijie paboT.

Tak, JI.B. Ky3uernoBa u coant. (2013) mokazamnm,
YTO TIPOCIICKUBACTCS KOPPEJSALUS MEXKAY MalIbIMU
aHomanusimu paszsutus cepana (MAPC) u nannyauem
BPOXKJIEHHBIX apaXxHOUJAIBHBIX KUCT TOJIOBHOTO MO3-
ra, 4To, BEpPOSITHO, OOYCIIOBJICHO CHHXPOHHBIM Pa3BH-
THEM HEPBHOU U CEPACYHO-COCYAUCTOM cucteM [15].

B moarBepikaeHne NaHHBIX O B3aUMOCBSI3HU ITOpa-
>kerwst HepBHOM cuctembl 1 JICT B.A. Tynukos (2013)
YCTAHOBMJI, YTO JETCKHUIl LepedpanbHbIi mapanud
CJIE/TyeT pacCMaTpPHBAaTh Kak CHCTEMHOE ITOJIHOPTaHHOE
3a0oneBaHue, B 3THOMATOTeHE3e KOTOPOTr0 BajKHOE
MECTO MOXKET 3aHMMaTh HeaudQepeHIpoBaHHAS
nucrutasust coenuautenbHon Tkanu (HACT). Yucno u
CTeTIeHb BRIPAKEHHOCTH (PeHOTUITHYECKHUX TIPU3HAKOB
HACT mpsiMo KOppenupyrOT C TSHKECTHIO KITMHIYECKUX
nposiienuii u popmotii LI, rocturas Makcumyma y
MAIFEHTOB C JIBOMHOM reMuruieruei [19].

M.®. YyxnoBuHa u coanT. (2013) y aeteit u moa-
POCTKOB ¢ HekJaccuummpyemon JUCIUIa3ueil coe-
JTUHUTETbHON TKaHU (2—18 yieT) BRIABWIN AOpcoma-
tuio B 41,5% cnyuaes [15]. B.I. ApcenbseB (2012)
mokasai, uto B 28,9% ciydaeB y nereii ¢ qucruiasueit
COETMHUTEIFHON TKAHH BBISBIISIOTCS JKajl00bl Ha Io-
JI0BHBIE 00H. JlaHHBIE U3MEHEHUS COIIPOBOXKIAIOTCS
3HAYUTENbHBIMH U3MEHEHHUSMH IIEHHOT0 OTAesNa Mo-
3BOHOUHMKA. Hambonee wacTbiMM peHTreHorpadu-
YeCKUMHU M3MEHEHHUSIMH IISHHOTO OTAelNa M03BOHOY-
nuka (IIOII) 6pumn noaseiBux C,C (25,0%), rumo-
wrasus C, (25,0%). Onnako moaydyeHHbIe JaHHbIE HE
HMMEIOT OJIHO3HAYHOM MHTeprperauuu. Tak, y nereit
¢ JICT He BbIgBIICHA accoIUallds TOJOBHBIX Ooeit
¢ ocob6ennoctsmu ctpoenus [OIl: monBeIBUXOM
C,C,, runoruiasueit orpoctka C,, HECTAOUIBHOCTHIO
u HapymenueM craruku LIOIL
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[Ipn wm3ydeHMM MarucTpagbHOTO KPOBOTOKAa CO-
CYZIOB TOJIOBHOTO MO3Tra 3THM K€ aBTOPOM Y TallueH-
ToB ¢ JICT ycraHoBieHB! apTepUaibHble U BEHO3HBIC
reMOJIMHAMUYECKHE OCOOEHHOCTH KPOBOTOKA B JKC-
TpaKpaHUAIBHBIX OTAEIaX MAarkCTPaJbHBIX COCY/IOB:
ACUMMETPHS W/WIM CHIDKEHHE CKOPOCTH KPOBOTOKA
10 TTO3BOHOYHBIM aptepusiM (64,0%), acummeTpust u/
WM HapyIIeHHe BEHO3HOTO OTTOKA IO IPeMHBIM BEHaM
(34,0%). YacToTa n3mMeHeHHH, IO JaHHBIM YIIBTPa3By-
KOBOTO HcclieoBanus, — 1,79 Ha omHoro pedenka [27].

BereraruBnas muchynkius ormedaercs B 97%
CITy4aeB HaCIIeJICTBEHHBIX CHH/IPOMOB, TIpH Henudde-
pennuposanHoi Gopme JICT — y 78% nanuenrtos. 1
BCE K€ OTHO3HAYHBIX JAHHBIX O XapaKTepe Hapyle-
Huil BereratuBHoro romeocrasa npu JACT Ha nanHbIi
MOMEHT He Moiy4yeHo. [1o JaHHBIM OTHMX aBTOPOB, Y
OOJIBIIMHCTBA TAIMEHTOB BBISABISAETCS CHUMIATHKOTO-
HUSL, peXe BCTpeyaeTcsl cMelanHas ¢popMa, B MaJIoM
MIPOIIEHTE CIy4aeB — BaroToHus. [Ipu 3ToM BbIpakeH-
HOCTB KIIMHUYECKUX MPOSBICHUI CHHIPOMA HApacTaeT
napamensHo Tsokectu ACT [35]. C npyroit cTopoHs! —
B.I. ApcentbeB (2012) momyyus1 mpOTHBOIONOKHEIE
JTAHHBIE, COITACHO KOTOPBIM IO pe3yibTaTaM Kapiuo-
unatepanorpadun (KUI') gactora mcxomHo# cumma-
TUKOTOHUH cpear OoibHBIX ¢ JICT Huke, 9eM B KOH-
tpone (30,7 u 70,8%, p<0,005), COOTBETCTBEHHO, Ya-
CTOTa BaroToHUM 3Ha4nMO BhIte (34,6 u 0%, p<0,005).
BennunHel nMHIEKCa BEreTaTMBHOM PEaKTUBHOCTH B
rpyIax He pa3nu4aroTcs. ABTOpP KOHCTAaTUPYET, 4TO Y
nereit ¢ JICT ware perucTpupyercsi HCXOIHbIM TOHYC
¢ mpeobnagaHueM BaroTOHUK 0e3 BBIPayKEHHOTO TIpe-
o0aaHys BEreTaTUBHON peakTUBHOCTH [27].

Eme oaHuM maTtoreHeTH4ecKUM MeEXaHHU3MOM,
BO3MOYKHO CBSI3BIBAIOIIMM HAPYIICHUS MOYEHCITyCKa-
Hus paznmuanoro rere3a u JCT, MoKeT ObITh THIIEp-
Kanpluypus. [ unepkagblypus U IpyTrue Hapylie-
HUs HocHOPHO-KATBIIMEBOTO OOMEHA, KaK MMOKa3aHo
paHee, SBIAIOTCA YaCTBIMU TPOSBICHUSAMH IHCIIIA-
3UHM COCAMHUTENbHON TKaHu. [Ipu 3ToM 0COOBIN HUH-
Tepec, Ha Halll B3IJISA, IPEACTaBIAeT MaJION3yYeHHAs
uauonarnyeckas runepkansimypus (M), Croemyer
OTMETHUTb, YTO CHUMIITOMaTHKa MINOMATHYECKON TH-
MePKAIbLUYPUHN Y J€Te U B3POCIBIX CYIIECTBEHHO
paznuuaercs. Ecnu y B3pocinbix nauuentoB U™ Hau-
0oJiee 4acTo codeTaeTcs ¢ pa3BUTHEM HepoinTrasza
1 pe’)Ke — OCTE0II0P03a, Y AETEH Ha IEPBbIH IIJ1aH, KaK
MIPaBHJIO, BBIXOJAT TaK Ha3bIBa€MbIe «HEKAIbKYIIE3-
HbIE POsABICHUs». K 3TUM NPOSBICHUSIM UIUOTIATH-
YECKOW TMIEPKAJIbIUYPUHU Y JIETEH CeayeT OTHECTH
MHUKpO- U MaKporeMarypuio, TUCHYHKIUN OTOPOXK-
HEHHST MOYEBOTO MY3bIpsi, HHPEKIMH MOYEBBIX ITy-
TeH, PEIUAUBHUPYIONIYIO abJOMUHATBEHYIO 00Jb [36,
37]. l'unepkanpiuypus y ACTEH 9acTO COYETACTCS

C pa3IM4YHBIMU JKajJ00aMH CO CTOPOHBI MOYEBOIO
TpakTa, BKJI0Yasl MOBBIIICHHYIO YaCTOTY MOYEHCITY-
CKaHUil, UMIEepaTUBHBIE TO3bIBBI K MOYEHCITyCKa-
HUIO (YPreHTHOCTB), AWU3ypHuio, dHype3. Vcnomp3ys
u3BecTHoe cootHomenne Ca/Cr, aMepuKaHCKHE HC-
CJIeJIOBAaTEeNId TIPOBEJM PETPOCIIEKTUBHBIN aHaIN3
cocrosiHus 288 neTell ¢ QYHKIMOHAIBLHBIMU Hapy-
HICHUSAMHU OIOPOXKHEHMS Ha MPOTSHKEHUH § JeT. 22
MalKUeHTa UMENIM MaKpOreMaTypuio U JTUCHYHKIHO-
HaJIbHbIE HapyIIeHus onopoxHenus; 102 — Mukpore-
MaTypHyIO U HapyILIeHHUs ONOPOKHEHUs; 66 — TOIBKO
MOBBIIICHHYIO YaCTOTY MOYEHUCITYCKaHWH B T€UEHHE
nHS; 45 — TonbKo AM3ypHIo M 53 — KOMOMHUpPOBaH-
HYI0 CHUMITOMATHKY, BKJIIOYABIIYIO MOBBIIICHHYIO
4aCcTOTYy MOYEHCITYCKaHUH, YPTeHTHOCTh U TU3YPHIO.
Oxka3anoch, 4YTO BO BCEX IPyIIax KOJIMYECTBO JETEH,
MMEBIINX HAUONATHYECKYIO THIIEPKAIbIINYpPHUIO, KO-
nebanock oT 21 (TOJIBKO MOBBIIICHHAS YaCTOTa MO-
yencryckanuii B Teuenue aus) 1o 30% (Mukporema-
Typus U HapymieHue onopokuenuit) [38]. IlonoOnas
94acTOTa HAPYUICHUH OMOPOKHEHHUS MOYEBOTO ITy3bI-
ps y MalMeHTOB ¢ WAMONATUYeCKON THIepKalblny-
pueil, 3HaYUTEIHHO MPEBOCXOIAIIas TTOKa3aTeI KOH-
TPOJBHBIX TPyIIl, ObliIa MOATBEPKICHA U B paboTax
npyrux aBTopoB. Tak, cpenu 529 nereil ¢ nusypueii u
JTHEBHBIM yYaIlleHHeM MOYEHCITyCKaHHs TUIepKajb-
unypuro umenu 32,2 u 32,6% coorsercTBeHHO [39].
B wuccrnenoBanum, MpoBEACHHOM CpPEIH IMAlMEHTOB
Hedpomornueckoro oraenenus I. bapHayna ¢ Heipo-
TeHHBIMH PacCTPOMCTBAMU MOYEHCITYCKaHUs, UIUO-
MaTuyeckasi TUMEePKaIbIUYPHsl, TUarHOCTUPOBAHHAS
M0 YPOBHIO KaJbIUI-KPEATHHHHOBOTO KOA(PUIIHEH-
Ta MPH HOPMAJIHHOM COAEP KaHNHU KaJbIHs B TUIa3Me
KpoBH, ObuIa BIsABIeHa y 41 pebeHka, 4To COCTaBUIIO
62,1% ot Bcex o0clieIoBaHHBIX aeTeit [45].
3akaouenne

Takum o0pa3oM, JUCIUIA3UA COEAUMHUTEIHHOMN
TKaHU C BBICOKOW 4acTOTOM BCTpEHaeTcs B IpyIax
OOJBHBIX € Pa3NIUYHON modeuHoil maronoruend. Cy-
IIECTBYIOT OOIIME MAaTOT€HETUYECKUE OCHOBBI IS
¢dopmupoBanust cumnromokoruiekca ICT u Heiipo-
TeHHBIX paccTporcTB Mouencyckanus. [Ipexne Bce-
T0, 3TO BBICOKAs 4aCTOTA BETETATUBHBIX TUCHYHKINN
y OOJIBHBIX C HEWPOTCHHBIMH HApyIIEHUSIMH MOYEH-
ciiyckanus u JICT. B mocinennee BpeMsi MOTydeHBI
HOBBIE JJAHHBIE O BIUSHUY TMIIEPKANIbIINyPUH Ha pa3-
BUTHE HEUPOTEHHBIX PACCTPOMCTB MOYEUCITYy CKaHUs,
4yT0 Takxke oobeaunser ux ¢ JICT.

Takxum o6pazom, JICT MOXKET yTSKEIATh TEUCHHE
3a00JIeBaHM, MTPOTEKAIOIINX C PACCTPONCTBAMH MO-
YEeHCITyCKaHMS 110 HECKOJIbKUM MPHYNHAM, YTO Tpe-
OyeT mpoBeaeHHs] HOBBIX MCCIEIOBAHUN B JaHHOM
HaTpaBICHUU.

45



ISSN 1561-6274. Hedponorua. 2016. Tom 20. Ne2.

BUBJINOrPAD®UNYECKUIA CMINCOK

1. 3emuoBckuii IB. CoeanHUTENbHOTKAHHbIE AMCANa3nn
cepaua. TOO «[Moantekc-Hopa-Bect», CMN6., 2000; 4-115
[Zemcovskij JeV. Soedinitel'notkannye displazii serdca. TOO
«Politeks—Nord-Vest», SPb., 2000; 4-11]

2. 3emuoBckuii 9B. HepnddepeHumpoBaHHblie aucnnasvm
coefuHuUTenbHoM TkaHu. COCTosiHME 1M NePCNEKTMBbI Pa3BUTUS
npeacTaBfeHnii 0 HacNeACTBEHHbIX PACcCTPOCTBax CoeauHu-
TenbHOW TKaHWn. ucnnasuns coeq tkaHn 2008;(1): 5-9 [Zemcovskij
JeV. Nedifferencirovannye displazii soedinitel’noj tkani. Sostojanie
i perspektivy razvitija predstavienij o nasledstvennyh rasstrojstvah
soedinitel’noj tkani. Displazija soed tkani 2008;(1): 5-9]

3. 3emuoBcknin OB, Manes 3I, bepesosckas A n gp. Ha-
CneACcTBEHHbIE HApYLLUEHUS COEANHUTENBHOM TKaHW B Kapanono-
run. Poccurickne pekomeHgaumun (Il nepecmoTtp). Poc kapavioaor
XypH 2012; 5-27 [Zemcovskij JeV, Malev JeG, Berezovskaja GA i
dr. Nasledstvennye narushenija soedinitel’noj tkani v kardiologii.
Rossijskie rekomendacii (Il peresmotr). Ros kardiolog zhurnal
2012; 5-27]

4. Heyaesa ', Axosnes BM, KoHes Bl n gp. ducnnasus
COEANHUTENbHON TKaHW: OCHOBHbIE KIIMHUYECKNE CUHOPOMBI,
dopmynnpoBka amarHosa, fievyeHue. Jlew spay 2008; (2): 22-28
[Nechaeva Gl, Jakovlev VM, Konev VP i dr. Displazija soedinitel’noj
tkani: osnovnye klinicheskie sindromy, formulirovka diagnoza,
lechenie. Lech vrach 2008; (2): 22-28]

5. Hewaesa ', BukTtoposa VB, Apyk VIB n ap. Aucnnasus
COeaVHUTENBbHOW TKaHW: NyJIbMOHONOMMYeCKMe acnekTbl. [ysib-
moHosormsi 2004; (2): 116 [Nechaeva Gl, Viktorova IV, Druk IV i
dr. Displazija soedinitel’noj tkani: pul’monologicheskie aspekty.
Pul’monologija 2004; (2): 116]

6. Hewaea ', KoHes BI, Buktoposa NAn op. Metogonorus
Kypauuu naumeHToB C AUCnnasnein CoOeanHUTENbHOM TKaHn ce-
MEWHbLIM BPa4OM B aCrekTe NpodunakTnkn paHHen u BHe3arnHom
cmepTtun. Poc. mes. Bectn 2004; (3): 25-32 [Nechaeva Gl, Konev
VP, Viktorova IA i dr. Metodologija kuracii pacientov s displaziej
soedinitel’noj tkani semejnym vrachom v aspekte profilaktiki rannej
i vnezapnoj smerti. Ros. med. vesti 2004; (3): 25-32]

7. 3emuoBckuii 3B, Manes Or, bepesosckas FTAn ap. Hacnea-
CTBEHHbIE HApYLUEeHNs CTPYKTYPbl N GYHKLUUN COEANHUTENBHOM
TKaHu. Poccurickne Hay pekomeHpauum 2009: 66 [Zemcovskij
JeV, Malev JeG, Berezovskaja GAi dr. Nasledstvennye narushenija
struktury i funkcii soedinitel’noj tkani. Rossijskie nac rekomendacii
2009: 66]

8. KapgypvHa TU, TopbyHoBa BH, pen. Ancnnasua coegnHn-
TenbHOM TKaHu. 9516u, ClM6., 2009; 4-714 [Kadurina Tl, Gorbunova
VN, red. Displazija soedinitel’noj tkani. Jelbi, SPb., 2009; 4-714]

9. Mycaesa C®, KagypuHa TU, Cemsaukuta AH, pea. Me-
ouatpuyeckme acnekTbl AMCniasnum CoeguHUTENbHON TKaHu.
HocTtuxenus u nepcnektmebl. M., 2010; 5-482 [Gnusaeva SF,
Kadurina Tl, Semjachkina AN, red. Pediatricheskie aspekty displazii
soedinitel’noj tkani. Dostizhenija i perspektivy. M., 2010; 5-482]

10. Glesby MJ, Pyeritz RE. Association of mitral valve prolapse
and systemic abnormalities of connective tissue. A phenotypic
continuum. JAMA 1989; 262 (4): 523-528

11. Schutte JE, Gaffney FA, Blomqvist CG et al. Distinctive an-
thropometric characteristics of women with mitral valve prolapse.
Am J Med 1981; 71 (4): 533-538

12. Wwunses PP, LansHoB CH. ucnnasns coeanHUTENbHOMN
TKaHW 1 ee CBSA3b C NaTOJIOrMer BHYTPEHHUX OPraHoB y AeTen n
B3pocnbIx. Bornpocsl coBpem neavatpum 2003; (5): 61-67 [Shil-
jaev RR, Shal’nov SN. Displazija soedinitel’noj tkani i ee svjaz’ s
patologiej vnutrennih organov u detej i vzroslyh. Voprosy sovrem
pediatrii 2003; (5): 61-67]

13. Tocchioni F1, Ghionzoli M, Pepe G et al. Pectus excavatum
and MASS phenotype: an unknown association. Laparoendosc
Adv Surg 2012; 22(5): 508-513

14.Varnero S1, Becchi G, Bormida R et al. Valvular prolapse
in autosomal dominant polycystic kidney. /tal Cardiol 1992; 22(7):
825-828

15. 'Hycaesa Cd, KagypuHa TW, Hukonaesa EA, pen,. Neana-
TpUYECKME aCcneKTbl ANCMNA3UU COEONHNTENBHOM TKaHW. JlocTu-
XEeHUsi N NepcneKkTUBbl. Poccuiickuii COOPHUK Hay4HbIX TPYAOB C
mexay HapoaHbim ydacTiem. M., 2013. Ne 3. [Gnusaeva SF, Kadurina
TI, Nikolaeva EA, red. Pediatricheskie aspekty displazii soedinitel’noj
tkani. Dostizhenija i perspektivy. Rossijskij sbornik nauchnyh trudov s
mezhdu narodnym uchastiem (Moskva 2013 Ne 3)]

46

16. Bect C/l. CekpeTbl peBmatonorun. CekpeTbl MeanLm-
Hbl, CM6., 1999; 4-768 [Vest SD. Sekrety revmatologii. Sekrety
mediciny, SPb., 1999; 4-768]

17. 9koBnes BM, Kapnos PC, LlBeuyosa EB. CoeanHun-
TeNbHOTKaHHasa AMcnnasvs MutpansHoro knanada. Cub mnspar
nowm, T., 2003; 3-144 [Jakovlev VM, Karpov RS, Shvecova EV.
Soedinitel’notkannaja displazija mitral’nogo klapana. Sib izdat
dom, T., 2003; 3-144]

18. HecTepeHko 3B. deHomeH ancnnasnm coeauHnTeNbHOM
TKaHu. Ykp men anbmaHax 2008; (4): 105-109 [Nesterenko ZV.
Fenomen displazii soedinitel’noj tkani. Ukr med al’manah 2008;
(4): 105-109]

19. Tynukos BA. MposiBneHns HeamndbdepeHUMpoBaHHOMN
OMcnnasny coeavHUTENbHON TKaHW y AeTei ¢ uepebpanbHbiM
napanuyom. Tpasm v optones Poccun 2013; (3): 51-56 [Tupikov
VA. Projavlenija nedifferencirovannoj displazii soedinitel’noj tkani
u detej s cerebral’nym paralichom. Travmatologija i ortopedija Ros
2013; (3): 51-56]

20. OemuH BD, KnioyHmkoB CO, KntoyHukoBa MA. 3Have-
HMe COeAVIHUTENbHOTKAHHbIX AUCMNa3nii B MaTon0rum AeTCKoro
Bo3pacTa. Borp coBpem neanatpum 2005; (1): 50-56 [Demin VF,
Kljuchnikov SO, Kljuchnikova MA. Znachenie soedinitel'notkannyh
displazij v patologii detskogo vozrasta // Voprosy sovrem pediatrii
2005; (1): 50-56]

21. Buktoposa VA. MeTogonorus Kypaumm naunmeHToB ¢ Anc-
niasnein CoOeaNHNTENbHON TKaHN CEMENHbIM BPa4OM B acrekre
npodunakTUKN paHHen 1 BHe3anHol cmepTn. ABToped. (Omck
OMIMA 2004; 2-41) [Viktorova IA. Metodologija kuracii pacien-
tov s displaziej soedinitel’noj tkani semejnym vrachom v aspekte
profilaktiki rannej i vnezapnoj smerti. Avtoreferat (Omsk OmGMA
2004; 2-41)]

22. KapgypuHa TW, TopbyHoBa BH. CoBpemMeHHble Npen-
CTaBneHns O AUCMNAa3ny COeaVHUTENBHOWN TkaHW. Ka3aHck Mes
xypH 2007; (5): 2-5 [Kadurina Tl, Gorbunova VN. Sovremennye
predstavlenija o displazii coedinitel’noj tkani. Kazan med zhurn
2007; (5): 2-5]

23. MNoHomapeHko tOB. MnepmMobunbHOCTL CyCTaBOB Mpu
cuHgpome HeanddepeHUNPOBaAHHON COEONHUTENbHOTKAHHOMN
oucnnasun. KasaHck mea xypH 2007; (5): 15-17 [Ponomarenko
JuV. Gipermobil’nost’ sustavov pri sindrome nedifferencirovannoj
soedinitel’notkannoj displazii. Kazan med zhurn 2007; (5): 15-17]

24. Keer R, Grahame R. Hypermobility syndrome. Recognition
and management for physiotherapists. 2003; 3-234

25.moTtoBA. B. KnuHnyeckas n CTpykTypHO-dYyHKUMOHAIbHASA
XxapakTepmucTmka MMMYHHOM CUCTEeMbI NMpU AMcnnasvm coeam-
HUTENbHOW TKaHu. ABToped. guc. ... kaHa. men. Hayk (Ho-
Bocnbupck HIFMA 2005; 2-39) [Glotov A. V. Klinicheskaja i
strukturno-funkcional’naja harakteristika immunnoj sistemy pri
displazii soedinitel’noj tkani. Avtoref. dis. ... kand.med nauk (No-
vosibirsk NGMA 2005; 2-39)]

26. ApceHTbeB B, ApsymaHosa TV, M.B. Acees MB 1 ap. Mo-
JIMOPraHHble HApPyLLEHWS NPU AUCMNA3naxX COeONHUTENbHOM TKaHN
y oeTteli nnogpocTkoB. Meanatpus 2009; (1): 136-138 [Arsent’ev
VG, Arzumanova Tl, M.V. Aseev MV i dr. Poliorgannye narushenija
pri displazijah soedinitel’noj tkani u detej i podrostkov. Pediatrija
2009; (1): 136-138]

27. ApceHnbeB Bl ucnnasusi COeAUHUTENBHON TKaHW Kak
KOHCTUTYLMOHANbHAasA OCHOBA MOJIMOPraHHbIX HapyLleHuii. As-
Toped. auc. ... kaHa. mea. Hayk (Cle., 2012; 2-39) [Arsen’ev
VG. Displazija soedinitel’noj tkani kak konstitucional’naja osnova
poliorgannyh narushenij. Avtoref. dis. ... kand.med nauk (Sank-
Peterburg 2012; 2-39)]

28. CyxaHoBa A. BbisiBNIeHNE 1 KOPPEKLMS HapyLLEHWI re-
MocTasa npv Me3eHxX1MasbHbIX Aucnnasuvsax: AsToped. amc. ...
kaHa. meq. Hayk (BapHayn 1993; 2-20) [Suhanova GA. Vyjavlenie
i korrekcija narushenij gemostaza pri mezenhimal'nyh displazijah:
Avtoref. dis. ... kand.med nauk (Barnaul 1993; 2-20)]

29. MaBpunosa BA, JoMmHuukaa TM, ®ucenko Al u ap.
PesynbTathl 9xokapanorpadunyeckoro nccnefoBaHns getel ¢
3a6oneBaHVSAMI MOYEBLIBOASILLEN cucTeMbl. Mea Hayy v y4e6H
— meron xypH 2001; 3: 80-83 [Gavrilova VA, Domnickaja TM,
Fisenko AP i dr. Rezul’taty jehokardiograficheskogo issledovanija
detej s zabolevanijami mochevyvodjashhej sistemy. Med nau i
uch — metod zhur 2001; 3: 80-83]

30. Tumodeesa EMN. Aucnnasuns coOeanHUTENbHOM TKaHU Y
[eTel C BpOXAEHHBIMY @aHOMaIMAMM Pa3BUTKS OPraHOB MOYEBOM
cuctembl. ABToped. avc. ... kaHa. men. Hayk (HoBocmbupck,



ISSN 1561-6274. Hedponorusa. 2016. Tom 20. Ne2.

1996; 2-20) [Timofeeva EP. Displazija soedinitel’noj tkani u detej
s vrozhdennymi anomalijami razvitija organov mochevoj sistemy.
Avtoref. dis. ... kand.med nauk (Novosibirsk 1996; 2-20)]

31. KagypuHa TH. MNopaxeHne cepae4yHo-CoCyanCTON CUcTe-
Mbl y ieTel C pa3nnyHbIMM BapuaHTaMn HaceACTBEeHHbIX 6ones-
Hel coeanHUTENbHOM Tkann. Bectu aputmonorum 2000; (18): 87
[Kadurina TN. Porazhenie serdechno-sosudistoj sistemy u detej
s razlichnymi variantami nasledstvennyh boleznej soedinitel’noj
tkani. Vesti aritmologii 2000; (18): 87]

32. Sorokin V, Johnson V, Rogovski N et al. Obstetric and
gynecologic dysfunctioninthe Ehlers-Danlos syndrome. J Reprod
Med 1994; 39(4): 281-284

33. ApceHbeB BI, Acees BC, BapaHos BC n gp. Viccnepoa-
HVYE MUHEPANIbHOW MJIOTHOCTU KOCTHOM TKaHW y AeTEN M NOJPOCT-
KOB C AMcnnasvsamMm coeamHuTensHomn Tkann. Meauartpus 2010;
(5): 73-77 [Arsen’ev VG, Aseev VS, Baranov VS i dr. Issledovanie
mineral’noj plotnosti kostnoj tkani u deteji podrostkov s displazijami
soedinitel’noj tkani. Pediatrija 2010; (5): 73-77]

34. BepewarmHa N'H. CucteMHas amcnnasns coeamHuTesb-
HOM TkaHW. KnuHnyeckne cMHOPOMBbI, AMarHOCTMKa, Noaxoapl K
neyeHuto. Metoamyeckoe nocobue ans Bpayeit. (HoBocnbupck
HIMY 2008; 3- 37) [Vereshhagina GN. Sistemnaja displazija
soedinitel’noj tkani. Klinicheskie sindromy, diagnostika, podhody
k lecheniju. Metodicheskoe posobie dlja vrachej. (Novosibirsk
NGMU 2008; 3- 37)]

35. HewaeBa I'U, fAAkones BM, Kones Bl n ap. Auncnnasus
COEANHUTENbHOW TKaHW: OCHOBHbIE KIIMHMYECKNE CUHOPOMBI,
dopmynupoBka anarHosa, nedenue. Jley spay 2008; (2): 56-68
[Nechaeva Gl, Jakovlev VM, Konev VP i dr. Displazija soedinitel’'noj
tkani: osnovnye klinicheskie sindromy, formulirovka diagnoza,
lechenie. Lech vrach 2008; (2): 56-68]

36. Vachvanichsanong P, Malagon M, Moore ES. Urinary
incontinence due to idiopathic hypercalciuria in children. J Urol
1994; 152 (4): 1226-1228

37. Muxeea HM, Boeixopuesa ', 3sepes AP, JlobaHoB
IO®. KnuHnko-nabopaTopHbie NPOSBAEHUS UAMONATUYECKOMN
runepkanbunypuny netein. @yHa. nccnenosaxHms 2013; 7(2): 350-
352 [Miheeva N.M., Vyhodceva G.l., Zverev Ja.F., Lobanov Ju.F.
Kliniko-laboratornye projavlenija idiopaticheskoj giperkal’ciurii u
detej. Fund. issledovanija 2013; 7(2): 350-352]

38. Parekh DJ, Pope JC, Adams MC et al. The role of hyper-
calciuria in a subgroup of dysfunctional voiding syndromes of
childhood. J Urol 2000; 164 (3, Pt. 2): 1008-1010

39. Fallahzadeh MK, Fallahzadeh MH, Mowla A et al. Hyper-
calciuria in children with urinary tract symptoms. Saudi J Kidney
Dis Transpl 2010; 21 (4): 673-677

40. iusenb TH, lMarnoesa JIM, Koanbckuin CB. AnarHocTtu-
4yeckoe 3HayeHre cneunduyecknx reHoTUNNYECKUX MapkepoB
aHoManunii pasBUTUS NoYek, aCCoOUNMPOBAHHbIX C CUHOPOMOM
aucnnasvmn coeamHUTENbHON TkaHu. Yponorus 2000; (3): 8-9
[Inzel’ TN, Gagloeva LM, Koval’skij SV. Diagnosticheskoe znach-
enie specificheskih genotipicheskih markerov anomalij razvitija
pochek, associirovannyh s sindromom displazii soedinitel’noj tkani.
Urologija 2000; (3): 8-9]

41. Helimapk AN, Cnbynb N3, TapaHuHa TC. Mopdonoru-
Yyeckrne U3MEHEHUSA N HapyLLIEeHUs remMocTasa Kak nposiBieHme
Me3eHxXMMasbHOW Ancnnasnmy 60bHbIX HeppPOoNTo30M. Yposiorus
n Hepponorus 1998; (1): 29-31 [Nejmark Al, Sibul’ IJe, Taranina
TS. Morfologicheskie izmenenija i narushenija gemostaza kak pro-
javlenie mezenhimal’noj displazii u bol’nyh nefroptozom. Urologija
i nefrologija 1998; (1): 29-31]

42. OctpoymoBa O[,. ®PyHKUNOHANIbHOE COCTOSIHUE
cepaevyHo-CcocyancTo CUCTEMbI U HEipOBereTaTMBHbIN cTaTyc
npv CUHAPOME ANCNNA3NM COEOMHUTENbHOM TKaHU cepaua.
ABToped. auvc. ... kaHa. mes. Hayk (M., 1998; 3-48) [Ostroumova
OD. Funkcional’noe sostojanie serdechno-sosudistoj sistemy i
nejrovegetativnyj status pri sindrome displazii soedinitel’noj tkani
serdca. Avtoref. dis. ... kand.med nauk (M., 1998; 3-48)]

43. NNorvHoea EH, Hevaesa ', Hapen EB n ap. NMuenoHedput
y NaLUMEHTOB C AUCTIa3nein CoOeaUHUTENBHON TKaHN: 0COOEHHOCTU
KJIMHWKW, AMarHOCTUKN 1 nedenns. Jlevawymii Bpad 2015; (9): 68-71
[Loginova EN, Nechaeva Gl, Nadej EV i dr. Pielonefrit u pacientov
s displaziej soedinitel’noj tkani: osobennosti kliniki, diagnostiki i
lechenija. Lechashhij vrach 2015; (9): 68-71]

44. MapTtbiHoB AU, I'yamnnutH BA, OpoknHa OB n ap. AnchyHK-

LMs 9HAOTENUS Y NALMEHTOB C AUCMNNA3NAMN COEANHUTENbHOM
TKaHw. Jlevawymii Bpaq 2015; (2): 56-59 [Martynov Al, Gudilitn VA,
Drokina OV i dr. Disfunkcija jendotelija u pacientov s displazijami
soedinitel’noj tkani. Lechashhij vrach 2015; (2): 56-59]

45. Muxeea HM, TekytbeBa HA, 3sepeB AP n ap. Manona-
TU4YecKas runepkanbLMypus U HEMpPOreHHble PacCTPONCTBa MO-
YyeuncnyckaHus y netein r. bapHayna. KnuH Hegposorus 2013; (5):
42-44 [Miheeva NM, Tekut’eva NA, Zverev JaF i dr. Idiopaticheskaja
giperkal’ciurijai nejrogennye rasstrojstva mocheispuskanija u detej
g. Barnaula. Klin nefrologija 2013; (5): 42-44]

Caeienust 00 aBTOpax:

Jlarermes Jmutpnii FOpreBnd

656038, Poccus, . bapuayn, np. Jleauna, 1. 40. Anraiickuit
TOCYIapCTBEHHBI MEIWIMHCKUN yYHHUBEPCHUTET, Kadeapa mpo-
MeIeBTUKN AeTckux Oonesnei. Temn.: (3852) 619-182, E-mail:
1dy2014@mail.ru

D.Y. Latishev

Affiliations: Russia 656038, Barnaul, Lenina st., 40 Altai State
Medical University Department of Propudeutics of Childrens
Diseases. Phone: (3852) 619-182; E-mail: 1dy2014@mail.ru

TexyTtbeBa Hanexxna AnarosibeBHa

656038, Poccus, 1. baprayu, np. Jleanna, 1. 40. Anraiickuii rocy-
JIAPCTBEHHBII MEJIMIIMHCKHI YHUBEPCUTET, Kadeipa MpOoreieBTHKH
nerckux 6omesHet. Ten.: (3852) 619-182, E-mail: vlamax-t@mail.ru
Nadezda Tekutyeva

Affiliations: Russia 656038, Barnaul, Lenina st., 40 Altai State
Medical University Department of Propudeutics of Childrens
Diseases. Phone: (3852) 619-049; E-mail: vlamax-t@mail.ru

TIpod. Jlobanos FOpuit denoposmy

656038, Poccus, r. bapnayn, nip. Jlenuna, 1. 40. Anraiickuii rocy-
JIapCTBEHHbIN MEANIIMHCKHII YHUBEPCHTET Kadeipa Mpore/IeBTHKH
nerckux Oonesneit. Tei.: (3852) 619-182, E-mail: luf@list.ru
Prof. Urii. F. Lobanov, DMedSci

Affiliations: Russia 656000, Barnaul, Lenina st., 40 Altai State
Medical University Department of Propudeutics of Childrens
Diseases. Phone: (3852) 619-182; E-mail: luf@list.ru

IIpod. 3Bepes Axos denopoBua

656038, Poccus, r. bapnayn, nip. Jlenuna, 1. 40. Anraiickuii rocy-
JIAPCTBEHHbIN MEJMIMHCKHN YHHUBEPCUTET, Kadenpa hapmakosio-
run. Ten.: (3852) 619-182, E-mail: zver@asmu.ru

Prof. Ycov. F. Zverev, DMedSci

Affiliations: Russia 656038, Barnaul, Lenina st., 40 Altai State
Medical University Department of Pharmacology. Phone: (3852)
619-182; E-mail: zver@asmu.ru

Jorm. MuxeeBa Haranust MuxaiinoBaa

656038, Poccus, . bapuayn, np. Jleauna, 1. 40. Anraiickuit
TOCYIapCTBEHHBI MEIWIMHCKUI YHHUBEPCHUTET, Kadenpa mpo-
MeIeBTUKN AeTckux Oonesneid. Tem.: (3852) 619-182, E-mail:
micheeva.1974@mail.ru

N.M. Miheeva

Affiliations: Russia 656038, Barnaul, Lenina st., 40 Altai State
Medical University Department of Propudeutics of Childrens
Diseases. Phone: (3852) 619-182; E-mail: micheeva.1974@mail.ru

Aemopul 3a56n510m 06 omcymcmseuy KOHGIuKma
UHINEPECOS.

IMocrynuna B pepakiuio: 13.08.2015 .
[punsra B nevars: 25.01.2016 .

47



ISSN 1561-6274. Hedponorua. 2016. Tom 20. Ne2.

© T.E.Pynenko, U.M.Kytbsipuna, M.I1.Bacunsea, H.1.Conomaxuna, 2016
VJIK 616.24-008.331.1 : 616.61+616.12

T.E. Pyoenxo', .M. Kymuvipuna’, M.I1. Bacunvesa’, H.HU. Conomaxuna’

JIEFTOYHASA TUMEPTEH3WA — HOBbIW ACMEKT KAPOVOPEHAJTIBHOIO
CNHOPOMA

'Hay4yHo-1ccnepoBatenbckmin otaen Hedponorum HaydHo-ncenenoBaTesibCkoro LIeHTpa rocyAapCTBEHHOI 0 BI0AXETHOMO YHPEXAEHNS BLICLLErO
npodeccroHanbLHoro o6pasoBanus Mepsolii MOCKOBCKMIA FOCYAAaPCTBEHHBI MeAULIMHCKIMI yHuBepcuTeT um. .M. CeueHoBa, 2kadenpa He-
dponorum n remogmanusa NHCTUTYT npodeccrnoHanbHoro 06pa3oBaHns rocyaapCTBEHHOMO OI0AXKETHOMO yYPeXAeHNS BbICLLErO NPpodeccro-
HasnbHOro o6pasoBaHus MNepBblit MOCKOBCKMIM FOCYAaPCTBEHHbI MeAULUMHCKNIA YyHBepcuTeT um. .M. CeueHoBa, *kadenpa rocnutansHom
Tepanun Ne 1 neyebHoro gakynbTeTa rocynapCTtBeHHOro 6104KEeTHOro yupexaeHus Bbicllero npodeccunoHanbHoro obpasosaHus Mepsbiit
MoCKOBCKMI1 rocyAapCTBEHHbI MeANLUUHCKNIA yHuBepcuTeT M. .M. CeveHoBa

TE. Rudenko’, I. M. Kutyrina’, M.P. Vasilyeva?, N.1. Solomakhina’

PULMONARY HYPERTENSION — A NEW ASPECT OF CARDIORENAL
SYNDROME

Sechenov First Moscow State Medical University, Moscow, Russia 'Scientific research institute of nephrology department, 2Department of
Nephrology and Hemodialysis ®Department of hospital therapy Ne1

PEDEPAT

HapylieHne dyHKLUNM NOYEeK acCoLMMPOBAHO C BbICOKOW YacTOTOM cepaevyH0o-coCcyamMCTbIX OCNIOXHEeHNIA. B 063ope pac-
cMaTpuBaeTCs HOBbIN acnekT KapAnopeHanbHOro CMHAPOMA — PasBUTUE NEroYHOM rMNepTeH3MN Y 60JIbHbIX C XPOHNYECKOW
6onesHblo noyvek (XBIM). ObcyxpaloTcs ee pacnpoCTPaHEeHHOCTb, BO3MOXHbIE NaToreHeTuYeckne MexaHn3mbl, MPOrHo-
CTUYyecKoe 3Ha4YeHMe N BO3MOXHbIE MeToAbl nedeHns npu XBIT.

KnioueBble cnoea: neroyHas rmnepTeH3nd, XpoHndeckas 60ne3Hb Nnoyex.

ABSTRACT

Renal disorder is associated with high frequency of cardiovascular complications. The review summarizes data of a new
entity of cardiorenal syndrome — pulmonary hypertension development in patients with chronic kidney disease (CKD). Its
prevalence, potential pathogenic mechanisms, prognostic value and possible treatment in patients with CKD are discussed.

Key words: pulmonary hypertension, chronic kidney disease.

Wzyuenne mporeccoB peMoeINpOBaHUS CEPAECTHO-
COCYIMCTOM CUCTEMBI TIPH HApyIIeHNH (PYHKIIUHY TIOUEK
TO3BOJIMIIO BBISIBUTH HOBBIH aCTIeKT Pa3BUTHA KapIno-
PEeHAJIBHBIX B3aHMOOTHOIIIEHNH — JISTOYHYTO TUTIEPTEH-
3uro (JII). JII' — rpymma 3a0oseBaHmii, XapakTepru3yIo-
1asicst MPOTPECCUPYIOIINUM TTOBBIIIIEHHEM JIETOYHOTO
cocynuctoro compotusieHus (JICC) u maBneHus B
nerounoit aprepuu ([JJIA), koTopoe IPUBOIUT K pas-
BUTHIO MPABOXKEITYIOYKOBOM CEPJICUHON HEJIOCTATOU-
HOCTH 1 IIpeKIeBpeMeHHOM cMepTH narueHToB [1]. K
HACTOSIIIEMY BpEMEHH 37 IMaTOJIOTHISCKIUX COCTOSTHUM,
ACCOIMHMPOBAHHBIX C MoBhIIeHneM JIJIA, Ha ocHOBa-
HUH OOILIHOCTH IATOr€HETHYECKUX OCOOEHHOCTEN,
KITMHAYECKON KapTUHBI ¥ TEPAITEBTHYECKUX MTOIXO/IOB,
CTPYIIITAPOBAHEI B 5 KITMHUYECKUX TpyT [2]. BonbHbIe
¢ HapymIeHneM (DYHKIIUH ITOYeK BKITIOYEHBI B 5-10 KaTe-
ropuro 1o kinaccudukanmu BO3: B pazgen «JII' ¢ Hesic-
HO¥ Wi MHOTO(haKTOpHOM dTHONOTHEH» [2]. CHavama
(8 2008 1) B ATy TpymITy OBUTH BKIIIOUCHBI OOJIBHBIE,

Pynenko T.E. 119991, Mocksa, yin. Pocconumo, a. 11, crp. 4. Teun.:
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MOy YalolIHe JIeYeHNE TPOTPaMMHBIM IeMOINAIN30M,
a mpu TocienHeM nepecMmorpe knaccudukanuu JII
(8 2013 ) — 1 MalMEHTHI HA JOAMAIU3HBIX CTATUIX
xpoHuueckoii 6one3nu nmouek (XBIT) [3].

YV manueHToB, MoJIy4arouX 3aMeCTUTENIbHYIO MT0-
yeuHyto Tepanuio (3[1T), moBbIIeHNe CUCTOIMYECKOTO
nasneHus B nerounoit aprepun (CIJIA), mo naHHBIM
9XO-KT, peructpuponanocs B 30—-58% ciayuaes mpu
JIYeHUU reMoananus3om u B 12,5-42% mpu nposene-
HUU TIEPUTOHEANBHOTO nuanu3a [4—11]. Y OonbHBIX
Ha nonuanu3noii ctaguu XbII nmpu ckopoctu kiy6ou-
koBoi unprpanuu (CK®) >60 ma/mMuH ee yacTora
coctasisuia 23,7%, nocturas 48,2% mpu CHUKCHUU
CK® menee 60 mu/muH [12]. B kpynHOM KuTalicKOM
uccnenoBaHny (n=2351), BBIMOIHEHHOM ITPU ITUPOKOM
CreKTpe AUCHYHKINH ovek, nossieHne CAJIA mpo-
rpeccuBHO Hapactaio ot 2,2% mpu C1 ct no 37,5%
ciyuaes nipu C51 craguu [13].

TouHbIX maHHBIX 0 pacnpocTpaHeHHocTH JII' y
OONBHBIX ¢ HapylmeHHeM (YHKIUH MOYeK HET. DTOo
MOJKET OBITh CBSI3aHO C T€M, YTO B MOJAABISIOLICM
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OOJIBIIIMHCTBE MCCIIEI0BAaHUN ONpesielieHre AaBICHUS
B JIETOYHOH apTepHuy MPOBOIMIIOCH € TToMOIIbI0 DXO-
KapauorpaduH, a He ¢ UCTIONH30BAHNEM KaTeTepU3aIlin
IIPaBbIX OTAEJIOB CEP/Illa — «30JI0TOTO CTAHAAPTAY THa-
raoctuku JII' — 1 moporoseiit yposens CIIJIA B uccre-
JIOBaHUSX BapbUpoOBal OT 25 10 45 MM pt. cT. [4-13].
Kpome Toro, y GONBHBIX, JICUEHHBIX TEMOIUAIN30M,
JIOTIOJTHUTENIFHOE 3HAYSHHE UMEET BpeMsl U3MEpEeHHUs
JIABJICHUS B JIETOYHOM apTEepUU BCIIEACTBUE BO3MOXK-
HOM TIeperpy3ku 00beMOM B MEKIUAIN3HEIC THH [14].
Takum 00pa3oM, B OTCYTCTBHHU MPOCTIEKTUBHBIX UCCIIE-
JIOBaHW BpeMsi BOSHUKHOBEHHSI JAHHOTO PacCTPONCTBA
Y 9acTOTa ero Ha Pa3HbIX CTAIMAX MPOrPECCUPOBAHUS
XBII #e uzBecTHbI U TPEOYIOT YTOUHEHUSI.

B pazsutun JII" mpu XBI1 06cy)naroTcs HECKOIb-
KO MexaHu3MoB. Hapymenne QyHKINU MovYeK TeCHO
COIPSIKEHO CO CTPYKTYPHBIMH U (PYHKITHOHATHbHBIMH
M3MEHEHUAMH Cep/lia U COCYIOB, MPOSABISIONIUXCS
pPa3BUTHEM CHCTOJIMYECKOW WMIN AMACTOIHYECKON
muchyHKIMeH MUOKap/a, MopakeHHeM KJIarnaHHOTO
amnmapara cep/ua, PUrHAHOCThI0O KPYIMHBIX COCY/IOB
[15]. B GonpmmHCTBEe UCCeN0BaHUI 0OHAPYKEHBI
KOppESLMOHHbIE CBSA3U MexAy Hanuuuem JII' u
MpU3HAKaMH CEpACYHON MUCQPYHKIUU MO JTaHHBIM
axokapauorpapuu [4—13]. [Tarosorus JeBbIX OTIEIOB
cep/ra MPUBOIUT K TIOBBHIIICHHUIO JIaBJICHUS B JIEBOM
NpeJcepaAnn, MacCCUBHOE NoBbIlIeHUE JaBnenus [JJIA
ABIISIETCSI CJIEICTBUEM OOpaTHOMU Tepeadn 1aBIeHUs
Ha Jierounslie BeHsbl [1]. B To ke Bpems, oTcyTcTBHE
pa3INyunil B KapHOIOTHYECKOM CTaTyce y OOIBHBIX C
XBI1 6e3 JIT" u pazsuBiieiics Ha ¢pone edenus /] no-
3BOJISIFOT 3aM0I03PUTh JOMOTHUTEIbHBIE MEXaHU3MbI
ee GpopmupoBanus [5].

3HavyeHne XpOHNYECKOH Tieperpy3Ku 00beMOM IS
pazsutus JII" 6610 MOATBEPKICHO B HECKOIBKUX pa-
6otax. Y OOIBHBIX CPEHETO BO3pACTa, HAXOAAIIUXCS
Ha MepUTOHEATHHOM JINaJIN3e, 110 JaHHBIM MHOTO(aK-
TOPHOTO aHaIN3a, HAJTMYKE TUIEePTUapaTaIiy, ycTa-
HOBJIEHHOM C ITOMOIIIbIO METOJIa OHOAIEKTPHUECKOTO
HMMIIeJJaHCa, HAapALy C MHIEKCOM Macchl MHOKapja
JIEBOTO KeyA04Ka 1 alIbOyMHHOM CBIBOPOTKH KPOBH,
ABIISJIUCH HEe3aBUCUMBIMU mpeauxTopamu JII' [10].
B npyroit pabote y 60mpHBIX ¢ JII, Haxomsimuxcst Ha
3IIT, ormMedanach 60Jiee BhIpaKeHHAs MK ANATN3HASL
rpubaBKa Macchl Teja, 0 CPaBHEHUIO C JIULIAMH C HOP-
MaJbHBIM AaBieHreM B JIA [4]. [leperpy3ka oobemom
MOJKET CIIOCOOCTBOBAaTh XPOHUYECKOMY BEHO3HOMY
3aCTOI0 B MaJIOM KpyTe KpOBOOOPAIEHHSI, YTO, B CBOIO
oyepe/ib, HeOIaronpusATHO BIMIET Ha JUACTOIHYE-
CKyH0 (PYHKITUIO JIeBOTO *keiynouka [14,16] . Kpome
Toro, y 6ompHBIX ¢ XBII runepruaparanus cBsizaHa
C pa3BUTHEM CHHJIpOMa OOCTPYKTHBHOTO alfHOd CHa,
XapaKTepU3yIOUIET0Cs MN30/IaMi THIIOKCEMHUH, KOTO-

pasi, B CBOIO OUE€PEb, SIBISETCS TPUTTEPOM Pa3BUTHUS
JIT' [1, 16].

Y MHOTHX OOJIBHBIX C HApYIIEHHEM (YHKIMY TIOUEK
COCYIIECTBOBaHHE KOMOPOUIHBIX COCTOSHUMN, TAKHX
KaK CHCTeMHbIe 3a00JIeBaHUs, TIOpAKEHHUE TEUCHU,
reMaToJIOTMYeCKre HapyIIeHus U T.J., MOTYT BIHATH
Ha U3MEHEHHEe TOHyCa MUKPOIUPKYIATOPHOTO pycia
B JIETKHUX, CITIOCOOCTBYSI TIOBBIIIEHUIO JTaBiIeHus B JIA,
uHAyupys wim ycunusas JII' [14,16,17].

BiusiHue ypemu per se 1 aCCOLMUPOBAaHHBIX C HEU
(axTopoB Ha pa3ButHe JII' 00CyK1aeTCs B HECKOIBKHX
uccienoBanusax. B psne pabot mpogeMoHCTprUpOBaHa
cBs13b MeXx Ay moBbierrneM CIJIA 1 IIUTeIbHOCTRIO
XBIT n quanu3Hou Tepanuu, a TAaKKe JIEYEHUEM METO-
JloM remouanuza [4,18,19].

IIpu npoBeneHUH 3aMECTUTEIIBHON MOYEYHOU
tepanuu (3I1T) y manueHToB, nmoryyaronux JedeHre
reMOAMAIN30M, 4acToTa BblsiBiaeHuUs JII' Bele, yem
y GOJBHBIX, HAXOIALINXCS Ha MEPUTOHEATLHOM JTHa-
nuse [4—13]. MccnenoBarenu CBSI3BIBAIOT ATOT (haKT C
(YHKIIMOHUPOBAHHEM apTEPUOBEHO3HOM (pucTyibl. Ee
HaJIu4yre 00yClaBIUBaeT Pl FTeMOIUHAMUYECKUX (-
(EKTOB: CHHIKEHHE CUCTEMHOTO COCYJHCTOIO COMPO-
TUBJICHHUS, yBEJTMUYEHHE BEHO3HOTO BO3BpaTa K CEpIILy
Y TIOBBILICHUE CepACYHOr0 BhIOpOCA, YTO YCHINBAET
JIETOYHBIN KPOBOTOK U MPUBOIUT K MOBBIIICHUIO JaB-
JIeHUs B JIETOYHOHM aprepuu. B HexoTopbix paboTax
oTMevanach B3aUMOCBs3b JII' co CKOpOCTBIO KPOBO-
TOKa B HCTYyIIE, BpeMeHeM e (PyHKIIMOHUPOBAHUS 1
mokanm3arueit [18, 20, 21]. Y manueHToB, y KOTOPBIX
ObLy1a MpOBeJIeHa yCTeNIHas TPAHCTUIAHTAIHS TOYKH,
MOCJIE 3aKPBITHSI (PUCTYITBI 0TMEYATIOCHh CHIDKCHHUE 3HA-
YEHHUH CUCTOIIMYECKOTO AABJICHUS B JIETOYHOM apTepuu
u ceprednoro Beiopoca [20]. C qpyroii cTOpOHBI — B
psaae paboT He MPOAEMOHCTPUPOBAHA B3aMMOCBS3b
Mexay pazsutrem JII' u HanuureM apTepruOBEHO3HOM
(UCTYIIBI, B CBSI3U C UEM HCCIICIOBATEIH HE OT/IAIOT e
NepBOCTeNeHHOe 3HaYeHre B hopmupoBannu JII" mpu
XBII [7, 22].

B pabote A. Kiykim u coaBT. 74 OOJBHBIM ITPO-
BOJMIIM TUAJU3HYIO TEpaIuio depe3 HeHTpalbHBIN
BEHO3HBII KaTeTep C MCIOJIb30BaHHUEM JBYX THIIOB
JAATTN3HBIX MEMOpaH: alleTaTHOM 1 BBICOKOTIOTOYHOM
nonucynb(haTHol. B mocneaneM ciyyae B KOHIIE TPO-
uenypsl I/l otMmeuanoch 6osiee BoIpa)keHHOE CHIKEHHE
YPOBHS CHCTOJIMYECKOTO JaBienue B JIA mo 1aHHbIM
axokapauorpaduu [23].

Hapymenne QpyHKIHMM SHAOTENHS, XapaKTepH3yIo-
ieecs HaIM4YueM aucOananca Mex 1y Ba30aKTHBHBIMU
BEIIeCTBaMH, SIBJIAETCS TpUurrepom popmupoBanus JII'
[1]. B ycnoBusIX ypeMuu Takxke pa3BUBaCTCs AUCHYHK-
st sH0Tenus [24-26]. B pabore F. Nakhoul u coaBr.
y Bcex 60mpHBIX ¢ XbBII, momydaromux neuenne [],
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BHe 3aBucuMocTH oT Hanmuuust JII ypoBens ET-1 Obin
IIOBBIIIEH 10 CPABHEHUIO C KOHTPOJIBHOW IPYIIION U
3HAYMMO He n3MeHsuics mocie ceanca I'J] [20]. B To xe
BpeMmsl, y O0NbHBIX, JedeHHbIX [/l u e nmetromux JIT,
0a3abHBIN ypoBeHb MeTa00IUTOB NO OBLT BBIIIIE, YEM
y nauuenTtoB ¢ JII. [IpoBenenue nuanu3noi Tepanuu
MIPUBOAMIIO K TOBbIIIeHUI0 ypoBHS NO B 00eux cy6-
rpymnmax, 6oyee 3Ha4uMO y OOJBHBIX C HOPMAJIBHBIM
ypoBHeM nasieHus B JIA [20]. Ceanchl remoauaim3a
HHAYIHAPYIOT SKCTPAKOPIIOPATILHOE MTOBBIIIIEHUE TPOM-
Ookcana B, y 60mbHbIX, ieuennbix ['/1. B nerounsix Be-
HaX IMPOUCXOIUT IIEPBUYHAS aKTUBAIN TPOMOOKCaHa,
Y yBEJIMYEHHE €r0 KOHLEHTPALUU MOXKET NPUBOAUTH
K TIOBBIIIEHUIO ABJICHUS B COCYAAX JIETOUHOM MUKPO-
LMPKYISAIUH, HAPYIICHUIO HOPMAJILHOTO ra3000MeHa,
BBI3bIBas TUIIOKCHIO M, KaK CJIEACTBHE, — JIETOUYHYIO
Ba30KOHCTPHUKITHIO [27].

B nccnenoBanusix y 6onpubix ¢ JII' obHapyxuBa-
eTCs JIOKaJbHOE TOBBIIICHHE TPOBOCIATUTEIBHBIX
LUTOKMHOB B TKaHHU JIETKUX, OKPYXAIOIIUX BETBU
JETOYHBIX apTepuil [28, 29]. Ypemus per se acco-
LMUPOBaHA C HAINYHEM XPOHHYECKOTO CHCTEMHOTO
BocranieHus [30]. YTOUHEHUS POJW BOCIAJICHHS B
passutuu JII' Obuto mpennpunsaro B padore T. Yu u
COaBT. y 39 OONBHBIX, HAXOAAMIUXCS HA TPOrPaMMHOM
remoauanuie [21]. ABTOPBI OIEHUBAIHN 3HAYCHUS
MapKepoB CHCTEMHOTO BocHajieHHs (10 ypoBHIO 12
LMTOKUHOB, ocTpodazoBoro C-peakTUBHOTO Oenka)
1 JIOKQJIbHBIM BOCTIAIUTENBHBIM CTATyC JETOYHBIX
IyTel 10 N3MEPEeHHIO (PAKIIMOHHOTO BBIABIXaEMOTO
okcupa azota (FeNO). Y 601bHBIX, HIMEIOIIUX JIET04-
HYIO THUIIEpTeH3UI0, ypoBHU C-peakTUBHOrO Oeika
(CPB), unrepneiikuna-1p, narepneiikuna-6, ®PHO-o
OBLTN 3HAYUTEIHHO BBINIE, YeM y OonmbHBIX Oe3 JII.
o mpoBeneHus ceanca remoauanmnsa ypoeab FeNO
y Bcex 6ompHbIX ¢ TIIH Obu1 moBbimen. [locne npo-
ey phI €ro 3HadeHus y 0oiabHbIX 0e3 JII' cHikamuch
JI0 HOpMaJIbHBIX 3HA4YCHMI, Toraa Kak B rpymme JII°
OCTaBaJIUCh MOBBIIIEHHBIMUA. Mex Ty OnomMapKkepaMu
CHUCTEMHOTO BOCTIAJICHUS U JIOKAIBHOTO BOCHAJICHUS
JIETOYHOM TKaHU OOHapy»XeHa B3auMocCB:3b [21]. Otu
JTAaHHBIE MOTYT CBU/IETEIbCTBOBATD O POJIM MEPCUCTH-
pyromiero MukpoBocnanenus B renese JII' y 60apHBIX
¢ ypemueil. OmHAKO, YIUTHIBAsS HEOONIBIION pa3zmep
BBIOOPKH, TPEOYIOTCS NajbHEHIIINe HCCIIeJOBAHNUS.

OnHUM U3 OCHOBHBIX KOMITOHEHTOB YPEMHUYECKO
Backynonaruu npu XbII cuuraror HapyeHHss KOCTHO-
MuHEpajgpHoro Metabonmsma [31]. B skcnepumente
BBICOKUI YpOBeHb naparupeounanoro ropmona (I1TI0)
ObUI aCCOLMUPOBAH C KalbIH(UKAIMEH JETOYHBIX
COCYJIOB, YTO MPHUBOJIMUIO K CHMIKEHUIO UX IMOJAAT-
nuBocTd [32]. B TO e Bpemsi, JaHHBIC O BIHSHUU
n3MeHeHui ypoBHeit ¢pocdopa, xanbius, [1TT Ha
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pa3Butue JII' y manueHnToB ¢ HapymeHueMm (yHKIUN
nmoyek npotuBopeunssr [11, 18-20, 25]. OOHapyxeHa
B3aMMOCBSI3b MEX/1y MOBBIIICHUEM AaBieHus B JIA u
KaJbIUpUKaIMen nepudepruuecKux CoOCyI0B y 00b-
HbIX, Haxomsuxcs Ha 3T [19]. YautsiBas BRICOKYO
94acTOTy SKTONUYeckuid kanpuupukanun mnpu XbII,
TEOPETUYECKH B 3TOT MPOIIECC MOXKET OBITH BOBJIEUEHA
COCYIHUCTasl CeTh JIETKUX, YTO B JaJbHEHIIEM MOXET
IIOBBILIATh PUCK BO3HUKHOBeHUs JIT.

Taxum o6pa3om, reHe3 BosHUKHOBeHUs JII'y 601b-
HBIX C HapylieHneM (YHKIUH ToYeKk ciokeH. Ha ee
BO3HUKHOBEHHE MOTYT OKa3bIBaTh BIUSHHUE CIEHYIO-
HIKe TPYTIbl (HaKTOPOB:

1) YBenudeHne CEepIeTHOTO BRIOpOCA BCICICTBUC
HAJINYUSl apTEPHOBCHO3HON (HCTYIIBI, aHEMUH, JIUC-
BOJIEMUH.

2) YBenuuyeHUE JIETOYHOTO COCYIHCTOTO COIpPO-
TUBJICHUSI, BBI3BIBAEMOTO TUC(HYHKIIHEH 3HIOTENHS,
KaJblIu(UKaIMEH COCYI0B JIETOYHOTO pyclia, TPOM-
6omOomust Mmenkux BeTBer JIA mpu TpomOo3e prcTysst
WM TUAJM3HBIX MAarucTpaiei, Ham4re KOMOPOUTHBIX
COCTOSIHMI, TAKMX KaK XpOHUYECKHE 00CTPYKTUBHBIC
3a00seBaHysl JIETKHX, CUCTEMHBIE 3a00/IeBaHUs COEIIH-
HUTEJIbHOW TKaHHU.

3) IloBblllicHUE AaBICHUS 3aKIWMHUBAaHUS B JIA
BCJIE/ICTBHE CUCTOJIMYECKOM NN UACTOTMUECKOM JTHC-
GYyHKIMH MHUOKap/a, WM TOPAXKCHUST MUTPAIBHOTO
Kiamasa [19].

Takum oOpazom, mis uzydenus penomena JII'y
OOJIEHBIX ¢ HapylieHueM (QYHKIUH MOYeK TPeOyroT-
cs JanbHEHIINe MCCIIeIOBaHUs C OJHOBPEMEHHON
OIIEHKOW COCTOSTHHSI CepI€UHON (PYHKLIMU U MapKepOB
ypeMHUUYECKOW BacKysomnaruu. Bo3Hukaer Bonpoc, Ha-
CKOJIBKO ypeMHUdecKas BAaCKYJIOIaTHs CXOJ{HA C BACKY-
Jionatuei, HabIroaaeMo IPH JIETOYHOH apTepUatbHON
THIEPTOHHH, U MOTYT JIM JaHHBIE O MpOoIIeccax, Mpo-
UCXOSAIINX B CUCTEMHOW IUPKYJISAINK TIPU YPEMHUH,
OBITh KCTPAIIOIMPOBAHBI HA COCY/IBI JIETOUYHOTO pyciia
[14,16,17].

B psane paboT oneHHBaIM MPOTHOCTHUYECKOE
3Ha4YeHue MOBBIIeHHOTO NaBienus B JIA. Ilpu mpo-
CIIEKTUBHOM 5-JI€THEM HaONI0feHUN 3a OOJIbHBIMH, Y
KOTOPBIX AMArHOCTHPOBAJIH MOBBIIICHUE AaBICHUS B
JIETOYHOW apTepuu JHOO0 J0 Hadaja JIEYSHHs TeMO-
JTUann30M, 100 cHOPMUPOBABIIMMH €€ BO BPEMs
JICYCHHMSI, BBDKHBAEMOCTb ObllIa COITIOCTaBUMOM, HO OHA
OBbLI1a 3HAYUTETHHO XYKE [0 CPABHEHHIO C OOJTBHBIMHU C
HOPMAaJILHBIM YPOBHEM JIaBJICHHUS B JIETOYHON apTepun
[5]. Y xanmumaToB Ha mepecaaky MOYKH MOBLIIICHHIE
JIaBJICHUS B MPABOM JKEIyIoUKe cepara 6omnee S0 Mm
PT. CT. 10 OTIepaIiH IPUBOAMIIO IOYTH K 4-KpaTHOMY
CHIDKEHUIO X BhpkuBaemoctu (O 3.75[1.17-11.97],
p=0,016) [33]. B apyroii paboTe y peIMIUEHTOB T0-
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YEYHOro TpaHciuiaHntara Hanuuue JII' 1o onepanuun
OBLIO OIHUM M3 MPETUKTOPOM PAHHETO OTTOPIKEHUS
TpaHcIutanrara [34].

B HacTosmee BpeMst OTCYTCTBYIOT HCCIEI0Ba-
HUS, TTOCBAIICHHBIC jeueHuto JII' y GOIBHBIX C Iuc-
¢bynkimei mouek. MzydeHne naroQpu3noiornuecKknx
MEXaHM3MOB y 3TOH KaTeropuu OOJBbHBIX MOMOXKET
BBIPa0OTaTh aJICKBATHBIC TEPATICBTHUECKHIE CTPATETHH.
st uneHTH(UIMPOBAHHBIX K HACTOSIIEMY BPEMEHH
(hakTopos pucka pa3sutus JII' B apcenasne HeppoIoros
MMEIOTCSI HHCTPYMEHTBI: KOHTPOJIb apTepHaIbHOTO
JIABIICHUSI, YPOBHS reMOTIIOONHA, IOCTH)KEHHE CyXO-
rO Macchl Tenia, aJeKBaTHOCTh JAHAIU3HOM Teparuu,
WCIIOJIb30BaHNE KapIMOTPOITHBIX MpPEenaparoB, yiIyd-
maroImux (QyHKIMIO JIEBBIX OTACIOB cepaua [14,16].
Hanuune ceppeyHoil AUCOYHKIIUU HE MCKIIOYACT
COCYIIIECTBOBAHHS BACKYJIOTIATHH, XapaKTePHOM s
JIT" y 6ompubix ¢ XBII. OgHako TaHHBIX O MPUMEHE-
HUU cTIenr(UIECKUX MPEraparoB y 3TONH KaTeropuu
O0JBbHBIX HET, 0oJiee TOr0 CYIIECTBYET BEPOSTHOCTh
X HEOJIaronpuATHOTO BO3JIEUCTBUA y OOJBHBIX C
JIT, uMeromux HapylueHue CepAeYHON M MOYeYHOM
dbyuknwmit [14,16]. CoobmaeTcs, 9To MPOBEACHUE
TPAHCIUIAHTAIMN TIOYKHU MPUBOAMIO K CHUKCHHUIO
nasieHus B JIA [20]. C yd4eToM ImpOrHOCTHYECKOTO
3naueHus JII' nenecoodpaszno onpeneneunue CHJIA y
KaHJUIaTOB Il TPAHCIUIAHTAIIUH TTOYKH.

Taxum o6pazom, renes pa3sutus JII' y O0IBHBIX C
XBI1 MHOTOGAaKTOPHBIN, TPEOYIOIIUI aTbHEHIIIETro
n3ydenusi. Octaercss OTKPBITHIM Bompoc jedenus JII°
y 60ombHBIX ¢ XBII. Onpenenenue ypoBHs AaBIeHUS B
JIETOYHOM apTepHH MOJKET CITY’KUTh HOBBIM MOJIE3HBIM
rapaMeTpoM B CTPATH(HUKAITIH CEPICIHO-COCYAUCTOTO
pucKa y O0JIBHBIX C ypeMHUeH.

BUBJIMOrPA®UNYECKUIA CMINCOK

1. Yasosa UE, AegeeB CH, Llapea HA n gp. KnuHunyeckne
pekoMeHAauUMM Mo AMarHOCTUKE U IEYEHWNIO NEFOYHOM rMnepTeH-
3un. Tep apx 2014; 9: 4-23 [Chazova IE, Avdeev SN, Czareva NA i
dr. Klinicheskije recomendacii po lecheniju legochoja hypertenzii.
Ter arh 2014; 9: 4-23]

2. Galie N, Hoeper MM, Humbert M et al. Guidelines for the
diagnosis and treatment of pulmonary hypertension: the task
force for the diagnosis and treatment of pulmonary hypertension
of the European Society of Cardiology (ESC) and the European
Respiratory Society (ERS), endorsed by the International Society
of Heart and Lung Transplantation (ISHLT). Eur Heart J 2009; 30:
2493-2537.doi:10.1093/eurheartj/ehp297

3. Simonneau G, Gatzoulis MA, Adatia | et al. Updated clinical
classification of pulmonary hypertension. J Am Coll Cardiol 2013;
62: D34-D41. doi.org/10.1016/j.jacc.2013.10.029

4. Fabbian F, Cantelli S, Molino C et al. Pulmonary hyper-
tension in dialysis patients: a cross-sectional Italian study. Int J
Nephrol 2010; 2011: 283475. doi.org/10.4061/2011/

5.Yigla M, Fruchter O, Aharonson D et al. Pulmonary hyper-
tension is an independent predictor of mortality in hemodialysis
patients. Kidney Int 2009; 75: 969-975 doi: 10.1038/ki.2009.10.

6. Ramasubbu K, Deswal A, Herdejurgen C et al. A prospec-

tive echocardiographic evaluation of pulmonary hypertension in
chronic hemodialysis patients in the United States: prevalence
and clinical significance. Int J Gen Med 2010; 3: 279-286. doi:
10.2147/IJGM.S12946

7. Unal A, Tasdemir K, Oymak S et al. The long-term effects
of arteriovenous fistula creation on the development of pulmonary
hypertension in hemodialysis patients. Hemodial Int 2010; 14:
398-402. DOI: 10.1111/j.1542-4758.2010.00478.x

8. Agarwal R. Prevalence, determinants and prognosis of
pulmonary hypertension among hemodialysis patients. Nephrol
Dial Transpl 2012; 27: 3908-3914 doi: 10.1093/ndt/gfr661

9. bopoaynuHa EO, KapnyHuH CA, LLlytoB AM. JleroyHas
runepTeHaust y 60sbHbIX Ha remoguanuae. KivmH Hegppon 2015;
(1):19-22 [Borodulina EO, Karpunin SA, Shutov AM. Legochaja
hypertenzia u bolnyx na hemodialise. Klinicheskaja nefrologija.
2015; (1):19-22]

10. Unal A, Sipahioglu M, Oguz F et al. Pulmonary hyperten-
sion in peritoneal dialysis patients: prevalence and risk factors.
Perit Dial Int 2009; 29: 191-198

11. KumbarL, Fein PA, Rafig MA et al. Pulmonary hypertension
in peritoneal dialysis patients. Adv Perit Dial 2007; 23: 127-131

12. Yang QM, Bao XR. Pulmonary hypertension in patients
with stage 1-3 chronic kidney disease. Genetics and molecular
research2014; 13 (3): 5695-5703 DOI dx.doi.org/10.4238/2014.
July.25.25

13. Li Z, Liang X, Liu S et al. Pulmonary hypertension: epide-
miology in different CKD stages and its association with cardiovas-
cular morbidity. PLOS ONE 2014; 9 (12): e114392. DOI: 10.1371/
journal.pone.0114392

14. Bolignano D, Rastelli S, Agarwal R et al. Pulmonary Hy-
pertension in CKD. Am J Kidney dis 2013; 61(4): 612-622. http://
dx.doi.org/10.1053/j.ajkd.2012.07.029

15. Moucees BC, MyxuH HA, CmupHoB AB 1 ap. CepaeyHo-
COCYAMCThIN PUCK 1N XpOHUYeckas 60s1ie3Hb MoYvek: cTpaTernm
Kapamo-HedponpoTekunn. Pocc kapamon xypH 2014; 8 (112):
7-37 [Moiseev VC, Muhin NA, Smirnov AV i dr. Serdechno-
sosudistiyi risk i hronicheskaja bolezn pochek: strategii kardio-
nefroprotekcii. Ross kardiol gurn 2014; 8 (112): 7-37]

16. Kawar B, Ellam T, Jackson C, Kiely D. Pulmonary Hy-
pertension in Renal Disease: Epidemiology, Potential Mecha-
nisms and Implications. Am J Nephrol 2013; 37: 281-290. DOI:
10.1159/000348804

17. Zoccali C. Pulmonary hypertension in dialysis patients:
a prevalent, risky but still uncharacterized disorder. Nephrol Dial
Transpl 2012; 27: 3674-3677. doi: 10.1093/ndt/gfs425

18. HavlucuY, Kursat S, Ekmekci C et al. Pulmonary hyperten-
sion in patients with chronic renal failure. Respiration 2007; 74:
503-510. DOI: 10.1159/000102953

19. Kim SC, Chang HJ, Kim MG et al. Relationship between
pulmonary hypertension, peripheral vascular calcification, and
major cardiovascular events in dialysis patients. Kidney Res Clin
Pract 2015; 34: 28-34. doi:10.1016/j.krcp.2015.01.003

20. Nakhoul F, Yigla M, Gilman R et al. The pathogenesis of pul-
monary hypertension in haemodialysis patients via arterio-venous
access. Nephrol Dial Transpl 2005; 20: 1686—-1692. doi: 10.1093/
ndt/gfh840

21.Yu TM, Chen YH, Hsu JY et el. Systemic inflammation is
associated with pulmonary hypertension in patients undergoing
haemodialysis. Nephrol Dial Transpl 2009; 24: 1946-1951. doi:
10.1093/ndt/gfn751

22.Yigla M, Banderski R, Azzam ZS, et al. Arterio-venous
access in end-stage renal disease patients and pulmonary hy-
pertension. Ther Adv Respir Dis 2008; 2: 49-53 doi: 10.1177/
1753465808089456

23. Kiykim AA, Horoz M, Ozcan T et al. Pulmonary hyperten-
sion in haemodialysis patients without arteriovenous fistula: the
effect of dialyzer composition. Ren Fail 2010; 23: 1148-1152. DO
1: 10.3109/0886022X.2010.516854

24. Zoccali C. Endothelial dysfunction and the kidney: emerg-
ing risk factors for renal insufficiency and cardiovascular outcomes
in essential hypertension. J Am Soc Nephrol 2006; 17(4 Suppl
2):561-63. doi:10.1681/ASN.2005121344

51



ISSN 1561-6274. Hedponorua. 2016. Tom 20. Ne2.

25. CmupHoB AB, Metpuwwes HH, MHyckuHa MM v gp. Ouc-
DYHKLNS QHO0TENMS M anonTo3 Ha PaHHUX CTaaUsAX XPOHMYECKOM
6onesHun noyek. Tep apx 2012; 84 (6): 9-15

26. OmaHyanb BJ1, MHycknHa MM, CmupHoB AB 1 aip. AHHeEK-
CWH-5 — BMOXMMMYECKNIA MapPKEpP PaHHUX COCYANCTbIX HapyLUEHW
npw XpoHn4eckom 6oneaHu novek. K+ nab auarH 2013; (4): 9-10

27. Abdelwhab S, Elshinnawy S. Pulmonary hypertension in
chronic renal failure patients. Am J Nephrol 2008; 28: 990-997.
DOI:10.1159/000146076

28. Dorfmuller P, Zarka V, Durand-Gasselin | et al. Che-
mokine RANTES in severe pulmonary arterial hypertension.
Am J Respir Crit Care Med 2002;165:534-539. doi: 10.1164/
ajrccm.165.4.2012112

29. Joppa P, Petrasova D, Stancak B et al. Systemic inflam-
mation in patients with COPD and pulmonary hypertension. Chest
2006;130:326-333. DOI 10.1378/chest.130.2.326

30. Carrero JJ, Stenvinkel P. Persistent inflammation as a cata-
lyst for other risk factors in chronic kidney disease: a hypothesis
proposal. Clin JAm Soc Nephrol 2009; 4: S49-S55. doi: 10.2215/
CJN.02720409

31. Hedponorua. HaumoHanbHoe pykoBoacTso, pen. H.A.
MyxuH. FTOOTAP-Megus, M., 2009. 720 c. [Nefrologia. Nasional-
noe rucovodstvo. Muhin NAred. GAOTAR-media, M., 2009. 720 s]

32. Akmal M, Barndt RR, Ansari AN et al. Excess PTH in
CRF induces pulmonary calcification, pulmonary hypertension
and right ventricular hypertrophy. Kidney Int 1995; 47: 158-163.
doi:10.1038/ki.1995.18

33. Issa N, Krowka MJ, Griffin MD et al. Pulmonary hyperten-
sionis associated with reduced patient survival after kidney trans-
plantation. Transplantation 2008; 86: 1384—1388. DOI: 10.1097/
TP.0b013e318188d640

34. Zlotnick DM, Axelrod DA, Chobanian MC at al. Non-invasive
detection of pulmonary hypertension prior to renal transplantation
is a predictor of increased risk for early graft dysfunction. Nephrol
Dial Transpl 2010; 25: 3090-3096. doi: 10.1093/ndt/gfq141

Caejennsi 00 aBTopax:

Pynenko Taresina EBrenbeBHa, kaHa. Mel. HayK

Poccus, 119991, Mocksa, yi. Poccomumo, a. 11, ctp. 4. IlepBbiit
MocKoBCKU roCyJapCTBEHHbIH MEIUIIMHCKUI YHUBEPCUTET UM.
WM. CeueHoBa, Hay4HO-HCCIIEA0BATEIBCKHI OT/Ie] He(DPOIOTHH
HayuHo-nccnenoBaresibCKoro 1eHTpa, CTapIliui HayuHbIH cOTpya-
HuK. Ten. 8-499-246-61-76, E-mail atatianaer@yandex.ru
Tatiana E. Rudenko MD PhD

Affiliations: 119991 Russia, Moscow, ul. Rossolimo, d. 11, str.
4. Sechenov First Moscow State Medical University, Scientific
research department of Nephrology Scientific research Institute

52

Senior researcher scientist, Phone 8-(499)-246-61-76, E-mail
atatianaer@yandex.ru

[Ipod. Kyreipuna Mpuna MuxaitnoBHa, a-p Mea. HayK

Poccus, 119991, Mocksa, ya. Pocconumo, a. 11, ctp. 4. IlepBblit
MockoBCKHUI rocy1apCTBEHHbIN MEJUIIMHCKUI YHUBEPCUTET UM.
N.M. CeuenoBa, kadenpa Hedponoru u remoauannsa, MHCTUTYT
npodeccronanbHoro oopasoanus. Tem. 8-499-246-61-76, E-mail
atatianaer@yandex.ru

Prof. Irina M.Kutyrina MD PhD DMedSci.

Affiliations: 119991 Russia, Moscow, ul. Rossolimo, d. 11, str. 4.
Sechenov First Moscow State Medical University, Department of
Nephrology and hemodialysis Institute of professional education.
Phone 8-(499)-246-61-76, E-mail atatianaer@yandex.ru

BacunbeBa Mapus I1aBnoBHa

119991, Poccus, Mocksa, ya. Pocconumo, a. 11, ctp. 4. Ilepblit
MockoBCKHUI rocyapCTBEHHbIN MEJUIIMHCKUIA YHUBEPCUTET UM.
N.M. Ceuenona, kadezapa Hedposoru u remoguannsa, MHCTUTYT
npodeccuoHabHOrO 00pa3oBaHus, acnupant. Temn.: 8-499-246-
61-76, E-mail gelianna@mail.ru

Maria P. Vasilyeva MD

Affiliations: 119991 Russia, Moscow, ul. Rossolimo, d. 11, str. 4.
Sechenov First Moscow State Medical University, Department of
Nephrology and hemodialysis Institute of professional education.
Postgraduate student Phone 8-(499)-246-61-76, E-mail gelianna@
mail.ru

[Ipod. Conomaxuna Huna MocudosHa, 1-p Mea. Hayk

Poccus, 119991, Mocksa, ya. bon. [Tuporosckas, 1. 6, cp. 1. [lep-
BbIi1 MOCKOBCKMI rOCYAapCTBEHHbBIN MEAUIIMHCKUNA YHUBEPCUTET
nm. .M. Ceuenona, kadeapa rocnuransHoi Tepanun Ne 1 eued-
Horo ¢akynbrera. Ten. (499) 248-72-48, E-mail gelianna@mail.ru
Prof. Nina I.Solomakhina MD PhD DMedSci.

Affiliations: 119991 Russia, Moscow, ul. Rossolimo, d. 11, str. 4.
Sechenov First Moscow State Medical University, Department of
hospital therapy Ne 1. Phone (499)-248-72-48, E-mail gelianna@

mail.ru

Aemopul 3aaenst0m 06 omcymcmseuu KOH@GIUKma
UHmMepecos.

IMocrynuna B pepakuuio: 30.07.2015 .
[Ipunsra B nevars: 25.01.2016 .



OPUINHAJIbHBIE CTATbU
KnuHnyeckue nccneposaHus

ISSN 1561-6274. Hedponorus. 2016. Tom 20. Ne2.

© O.B.Komaposa, A.H.Ipirus, JI.C.Hamazosa-bapanosa, A.A.bapatos, 2016
VK 616.61-036.12-053.32

O.B. Komaposa!, A.H. L{vieun’, JI.C. Hamaszosa-bapanosa', A.A. bapanos’

CKOPOCTb MPOIPECCUPOBAHNA XPOHWNYECKOW BOJE3HW MOYEK
PA3JTNYHOW STUONOTUNN Y OETEWN

"Hay4Hbiii LeHTp 300poBbs aeten HAW neanatpun, Mocksa, Poccust

O.V. Komarova', A.N. Tsygin!, L.S. Namazova-Baranova', A.A. Baranov'

THE RATE OF DIFFERENT ETIOLOGY CHRONIC KIDNEY DISEASE
PROGRESSION IN CHILDREN

'Scientific center of children’s health of Scientific research Institute of pediatrics, Moscow, Russia

PEDEPAT

AKTYAJIbHOCTb. 1ns oueHKM NporHo3a XpoHUYecKon 601e3HU NoYek 1 CBOeBPEMEHHOI O NPUMEHEHUS MPEBEHTUBHbIX Tepa-
NEBTUYECKNX BOSMOXHOCTEN KpanHe BaXKHOM 3aa4€en ABASIOTCS YCTAHOBIEHME CKOPOCTUY MPOrpeccmnpoBanus Hedponatui n
BbISIBJIEHNE PAHHUX KIIMHNYECKUX MapKepoB pa3BuTus Hedppockeposa. LYE/Ib: ycTaHOBNEHNE 3aKOHOMEPHOCTEN AOCTUXEHNS
XBIN C3 ctaguu y geter ¢ HedponatMaMm MMMYHHOIO U HEMMMYHHOrO reHesa. NMALUWEHTbLI 1 METO/ZbI. B npoBeaeHHOM
pPEeTPOCNeKTUBHOM aHanmae nctopuin 6oneanun 145 peteri ¢ XbIN MMMYHHOro (CTEPOUAPE3NCTEHTHbIN HEDPOTUYECKNIA CUH-
OPOM, N=75) N HEMMMYHHOIO reHe3a (HacneacTBeHHbI HEDPUT, NOANKNCTO3 NoYyek, pedokc-HedponaTus, BpOXKAEHHbIE
aHomanuu noyek, n=70) 6bina NnpoaHanuaposaHa anHammka CKd metopom KannanHa-Meiepa oT MoMeHTa febiota 60ne3Hun
no Bo3pacTta gocTtuxeHus XbIM C3 ctagun. PE3Y/IBTATHI. YcTaHoBNEHbI Cpoku goctuxeHus XBIN C3 ctaanm B 3aBUCUMOCTU OT
CTeNeHN BbIPXXEHHOCTU NPOTEVHYPUN U apTEPUAbHON rmnepTeH3nn. NpoaeMOHCTPUPOBAHO, YTO NPY AOCTUXEHUN PEMUC-
CUM CTEPONAPESNCTEHTHOIrO HEPPOTUHECKOIO CUHAPOMA B YCIOBUSAX CENEKTUBHOM MMMyHOCynpeccueHom Tepanuu B 100%
Clly4aeB OTCYTCTBOBAO NporpeccupoBaHne 6onesxmr 6onee 5 net. MNpun n3y4eHnn TeMNOB NPOrpeccMpoBaHmns y NaLMEHTOB C
reTeporeHHo’ rpynnoi HEMMMYHHBIX HedponaTuii yCTaHOBMIEHO, YTO HAMMEHbLUNI Nepuoa, Ao CHuxkeHus CKD Huxe 60 mn/
MWH (5 neT) OTMeYeH y NaumeHTOB NPY HANN4YMmM apTepuanbHOM rmnepTen3um |l cTeneHn B yCnoBUsAxX Kak MUHUManbHOM (MeHee
1 r/cyT), Tak n ymepeHHown (1-2 r/cyT) npoteuHypun. SAKJ/IIOYEHUE. Taknm 06pa3om, BO3SMOXHOCTb OLEEHUTbL TEMIMbl Pa3Bu-
TS HebnaronpusaTHbIX ncxoaoB XBI B 4eTCKOM BO3pacTe CnocoOCTBYET ONTUMN3ALLMM TEPANEBTUHECKON TAKTUKN N 3HAYMMO
BIVSIET HA 3aMeIeHNEe CKOPOCTU CHUXEHUST DYHKLMIA NOYeK.

Kniouesbie cnoBa: XbI1, CkOpoCTb NPOrpeccmMpoBaHns, 4eTH.

ABSTRACT

RELEVANCE. Determination of nephropathy progression rate and reveal of early nephrosclerosis development clinical markers
are extremely important for evaluation of chronic kidney disease prognosis and use of preventive therapeutic possibilities. THE
AIM: to define regularities of progression to the CKD 3 stage in children with immune and non-immune nephropathies. PATIENTS
AND METHQODS. Due to retrospective analysis of 145 cases of children withimmune CKD (steroid resistant nephrotic syndrome,
n=75) and non-immune CKD (congenital nephritis, reflux-nephropathy, cystic disease, congenital kidney abnormalities, n=70)
GFR dynamics was analyzed by Kaplan-Meier method from the onset of disease till age of CKD 3 stage. RESULTS. Established
period for achievement CKD 3 stage depends on degree of proteinuria and arterial hypertension. Efficacy of selective inmmu-
supresive therapy in SRNS provides no 5-years GFR decline in 100% cases. In patients with non-immune nephropathies the
highest rate of progression (to GFR lower 60 ml/min) was found in children with 2 stage arterial hypertension combined with
low (less than 1 g/days), and moderated (1-2 g/days) proteinuria. CONCLUSION. Therefore, possibility of adverse outcomes
progression rate evaluation in children with CKD promotes the optimization of therapeutic tactics and significantly influences
on delay of kidney functions declining.

Key words: CKD, progression rate, children.

BBEAEHUE

B nHacrosmee Bpemsi 6ombIioe BHUMaHHUE HEPPOIIo-
TH, TCPAIICBThI U IEANUATPLI YACIIAOT COBECPIICHCTBO-
BaHUIO paHHeﬁ JUArHoCTUKH XpOHH‘IeCKOﬁ IIaTOJIOrnn
IMOYeK. DTOT HHTCPCC CBA3AH C H606X0,I[I/IMO CTBIO
CBOSBpeMeHHOﬁ KOPPEKIHNN OCHOBHBIX HpOfIBJ’IeHI/Iﬁ
Komaposa O.B. Mocksa, Jlomonocockwuii rip., 1. 2. HUM nequarpuu, PI'BY

Hayunblit 1ieHTp 310poBbst neteld Munsnpasa PO, nedponoruyeckoe ot-
nenenue. Tein.: +7-499- 134-13-08, E-mail: komarova@nczd.ru

MOYEYHO! IMATOJIOTUN C LEJIbI0 3aMEeJICHUsS] TEMIIOB
MpOrpeccupoBaHms OONIE3HH 10 TEPMHHAIBLHOM MOYey-
HOM HEZOCTATOYHOCTH, TPEOYIOIIEeH 3aMeCTHTEILHOM
JUAJIN3HON Tepaniy U TPaHCIUIaHTalMy oprasa [ 1-4].

Buenpenue B nenuarpuuecKylo MpakTUKY orpesie-
JeHust craguil XxpoHndyeckoi Gonesnu mouex (XbIT)
B COOTBETCTBHHU C OOILIETIPUHATON KJIacCUPHUKALUEH
KDOQI nomxHO criocoOcTBOBaTh YHU(DHKAIHHN TTOXO-
J1a K BBISIBIICHHUIO PUCKOB Pa3BUTHS TEPMUHAIBHOM I10-
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yeyHoit HenocrarounocTH (TIIH), onenku a3 dexrus-
HOCTH HE(POIIPOTEKTHBHOTO JICYCHHSI, yCTAHOBICHUIO
CPOKOB Hauaja 3aMECTUTEIbHOM IMOYEYHOU Teparnuu
[5-7], uT0, OGe3yCIIOBHO, KpaliHe BaKHO JIJISl POTHO32
MIPOJIOJKUTEIHLHOCTH U Ka4eCTBA KU3HHU PeOCHKA.

WuTepec npeacraBnseT ¥ aHATU3 HO30JI0TMYECKON
ctpyktypbl XbBII B 1eTckoM Bo3pacTe, KOTOPBIA OBLIT
MpOBE/CH B psAne cTpaH. B mccnenoBannu amepu-
kaHckux HedponoroB NAPRTCS B 2008 1. [8] npu
aHanmuze ucropuil 6one3nu Oosnee 7000 manueHTOB
Mosioke 21 roga ObUTH BBISBICHBI CICAYIOIINE HAU-
6onee yacteie mpuuuHbl XbII:

— BPOXKJCHHBIE aHOMAJIMH MTOYEK U MOUYEBBIBOS-
mwmx mytei — 48%;

— momepynoneputsl — 14%;

— HacliencTBeHHbIe Heponaruu — 10%.

bnmskue pe3ynbrarsl ObUTH MOMYUYESHbI B IBYX €BpO-
riefickux uccnenoBanusix [9, 10]. Jlanupie 6eMbruiickux
Y UTAJbIHCKHX CIIEIMAMCTOB [TOKa3aJIl HECKOIBKO 00-
Jiee BBICOKYIO YaCTOTY BPOYKICHHBIX aHOMAITHI Pa3BUTHS
MoueBo# crcteMsl (58—59%) 1 HacleACTBEHHBIX He(hpo-
naruii (15—19%), B To BpeMs Kak BKJIa]| IFIOMepyIoHed-
putoB ObLT HIDKE (5—7%). ComoCTaBUMEBIC PE3YIILTAThI
noxy4eHsl Taroke Hedponoramu Typrmu, ABcTpanuy,
Snonuu. B 10 e Bpems, 110 TaHHBIM Y4YeHbIX U3 MHaun
n JlatnHcKOl AMEpUKH, B 3THX PErrHoHax Haubojee
yactoi npuunHoi XbI1y nereli siBisieTcs XpOHUUECKUI
miomepyinoredpur (10 60% ciaydaes) [11-14].

OcHoBHBIM KpuTepueM nporpeccuposanust XbI1 sB-
JISIETCSl CHUDKEHUE CKOPOCTHU KITyOOUKOBOW (DHIIBTpAIIUH
(CK®) —rmaBHoro napameTpa oleHKH (PyHKIMOHAJIBHO-
IO COCTOSTHUS TIOUEK [ 15,16]. B kiTuHIUECKOM TIPaKTHKE
nerckoro Hegposnora CK® npuHATO paccuuTHIBATH 110
hopmyre, npeamoxernoi B 1976 t. llsapuem [17].

Bob1110# IPOrHOCTUYECKUI HHTEPEC ITPENCTABIS-
€T YCTaHOBJICHUE TEMITOB CHIKEHHS (DYHKITUH MOYeK
MIPU Pa3IUYHBIX HO30JOTMYECKUX (POpMax MOYEHHOM
[aTOJIOTUU B JIETCKOM Bo3pacrte. Tak, M. Litwin mo-
KasaJl, 4To Y JIETeH ¢ HEIIOMEPYIISIPHOM MAaTOJI0ruel co
cpenauM ypoBHeM CK® 43 Mir/MUH U cpesiHEM YpOB-
HeM npotennypuu 0,57 r/cyt camxenune CK® mo ITH
gyepe3 3 roga koHcTatupyercs B 42% ciydaes [18].

C. Celedon mposen mouutopunr CK® y nereii
¢ JucIUia3uel moyek, peduitokc-HedponaTueit, oo-
CTPYKTHBHBIMH YPOIIATUSAMHU C POXKACHUS 0 BO3pacTa
myGeprara. bbuto yCTaHOBIIEHO, YTO HAYAJI0 CHIKEHUS
CK® B 47% ciydaeB MPOUCXOAUT B BO3PACTHOM JHa-
nazoHe 3—11 net, y 42% mamueHToB — yxke B myoep-
tatHOM Tiepuone [19].

B nmrepatype mpencTaBieH U JI0CTaTOYHO OOJIb-
I0# pa3dpoc 3HaYCHUI CKOPOCTH IIPOTPECCUPOBAHUS
MIEPBUYHBIX ITIOMepyJonaruil. Tak, 1o JaHHBIM pa3HbIX
ABTOPOB, S5-JIETHSS II0YEUHAsl BBKUBAEMOCTD Y JETEU
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W B3pOCIBIX CO CTEPOMPE3UCTCHTHBIM HedpoTHUe-
CKUM CHHIpOMOM Koiebinetcs B mpenenax 50—94%
U OIpesesnsaeTcs Mo 3aKII0UYeHHI0 HccleoBarenei
XapaKkTepOM U BBIPAKEHHOCTHIO MOP(OIOTHUECKUX
MOBPEXKACHUN, yPOBHEM IIPOTEHUHYPHUHU U ITPOBOIUMOM
MMMYHOCYIIpecCUBHOM Tepanueit [20-23].

Llenpio HACTOSIIETO MCCIEAOBAHUE CTAlO yCTa-
HOBJICHUE 3aKoHOMepHOCTel moctmxkenus XbII C3
CTaJUU y JIeTell ¢ HeppomaTusiMiU UMMYHHOTO U He-
MMMYHHOTO T€He3a.

NMAUMEHTbI U METOAbI

Bl poBeseH PETPOCIEKTUBHBIN aHAIN3 UCTO-
puit 6one3nn 145 nereii (66 neBoUeK, 79 MaTBINKOB)
C MPOTHOCTUYECKH HEeOIaronpusaTHBIMU Gopmamu
HedpomnaTuii, KOTopble ObUTH TOCTIUTAIN3UPOBAHBI B
Hedponormueckoe oraenenne HUU nennarpuun ®I'BY
«HayuHsblii eHTp 310p0oBbs Aerei» Munzapasa PO B
nepuop ¢ 2004 mo 2013 1.

Cpennwuii Bo3pacT marueHToB coctaBui 11+4 roga.
B nmanHbIi aHanu3 ObUIM BKITIOUEHBI MAIIMEHTHI Kak
C MPOTHOCTUYECKH HEeOIaronpusaTHBIMU popmamu
CTEPOUIPE3UCTEHTHOTO HEPPOTHIECKOTO CHHIIPOMA
(CPHC) (65 — ¢ ®CI'C u 10 — ¢ MIIT'H 1-ro Tuma),
TaK M JIETH C Pa3IMYHBIMH HEUMMYHHBIMH Hedporia-
tusMu (n=70), COTPOBOKIAOIITUMUCS BBIPAYKCHHBIM
MOBPEXICHUEM TyTyOONHTEPCTULIMAIBLHOTO arrapara
IIOYKH. B rpynny nanueHToB ¢ HEMUMMYHHOH IIaTOJIO-
rued Takke ObUTH BKITIOUCHBI JICTH C BPOXKICHHBIMH
MTOPOKaMHM Pa3BUTHS [TOYEK U MOUEBBIX IMyTeH (Tabmu-
na). Cpenuuit mepron HaOMIOACHUS 32 TAIlUCHTaMU,
BKJTIOUEHHBIMH B PETPOCIIEKTUBHBIN aHAIIN3, COCTABIII

7,743,9 (2-16) roza.

CnekTp Ho30M0rn4ecknx Gopm naLunNeHToB,
BKJZIIOYE€HHbIX B uccnegopaHme Ha MOMEHT
OKOH4YaHUs Nnepuopa HabnoaeHus

KnuHuyeckun gnarHos Yucno
neten
CPHC ¢ mopdonoruyeckoii ocHoonn @CIC 65
CPHC ¢ mopdonorunyeckoii ocHosor MIMTH 10
Pedniokc-HedponaTtus 16
CocTtosiHune nocne nepeHeceHHoro N'yC 11
HacnepcTtBeHHbI HehpuT 12
HedpoHodTn3 3
PeHanbHbIl TyOYyNapHbIA aunaos 1
XPOHNYECKMI MHTEPCTULMANBHBIN HEDPUT 4
Hedpocknepos B ucxoae 0CTporo TybynsapHoOro Hekposa | 1
LinctnHos 7
[MoNMKNCTO3 NoYek, ayTOCOMHO-PELLECCUBHbI BApPUaHT | 8
[MONMKNCTO3 NOYeEK, aQyTOCOMHO-A0OMWHAHTHbIV BapuaHT | 4
AreHe3suns npaBon NOYKM B COYETAHUM C KNCTO3HOM Amc- | 1
nnasunein NeBoi NOYKN
J1IBYyCTOPOHHSAS rmnoniasuvs noyvex 1
JBYCTOPOHHWUI MeraypeTep 1
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rogbl 6onesHu

Puc. 1. AuHamuka nporpeccuposanua XBIy aeTen B 3aBUCUMOCTHU

OT YPOBHSI MEPCUCTUPYIOLLEN MPOTENHYPUN.

Bri6op XBII C3 craguu B kayecTBe KOHEUHOUN
TOYKH OB OOYCIIOBJICH TE€M, YTO HMEHHO CHHKECHHUE
CK® mmke 60 mir/mun/ 1,73 M? orpaxaet rudennb 6omee
50% QyHKIUOHUPYOMHUX HE(PPOHOB U TEM CaMbIM
CTaHOBMTCS MOKa3aTeJeM HeOOpaTHMOCTH CKJIEpO-
TUYECKUX MpoLeccoB B noueyHoi Tkanu [24]. CKO
paccuuthiBanm 1o gopmyne [lIBapra ¢ ucrnons3oBa-
HUEM 3HadyeHul ko3 uImeHTa, MPUMEHIEMOTO TIpU
M3MEPEHNH CBIBOPOTOYHOI'O COIEPKaHUS KpeaTHHUHA
B MKkMouib/1 (Schwartz G.J., 1987):

CK® = pocT (cM)/KpeaTHHHH ChIB. (MKMOJIB/IT) X

K03 ULHEHT,

rne kodddumuent paBen 48,6 (netu 2—12 ner,
neBouku crapue 12 set) u 61,6 (MansuuKy crapiie
12 net). Pesynbrar BeipaxkeH B Mur/mun/1,73 M2,

CraTrcTHYeCcKuil aHaIIN3 PE3yIBTATOB BHITIOIHSIIN
C HMCITOJIb30BaHUEM TaKeTa MPHUKIIATHBIX CTATUCTUYC-
ckux niporpamm «Microsoft Excel 2007» («Microsoft»,
CIIIA).

Pesynbrarel mccinenoBaHus MPEACTaBICHBI KaK
cpenssis apudmeTndeckastomuoka cpeque. Jns
BBISIBJICHHS Pa3JIMuUi UCTOJIB30BAIHN t-KPUTEPUN
CreronenTa. PerpocnektuBHo auHaMmuky CK® ome-
HUBadu npu nomouu merona Kammana—Meliepa c
MOMeHTa Jie00Ta 00JI€3HH O BO3PACTa JOCTHIKEHHS
XBIT C3 craguu wim 3aBepilicHUs] HAONIOICHUS B
neauarpuiyeckoM craunoHape. HyneByro cratuctu-
YECKYIO TUTIOTE3y 00 OTCYTCTBUM Pa3IniMi U CBsI3eH
oteepraiu npu p<0,05.

PE3YJIbTATbI

W3HauanbHO OBLIO MPOAHAIM3UPOBAHO BIIUSHUE
KITIOYEBBIX (DAKTOPOB PUCKA MPOrPECCUPOBAHNS TTATO-
JIOTUH MOYEK: iepcucTupyouei nporennypuu (I1Y) u
apTepuansHoi runeptensun (Al') Ha CKOpOCTh CHIDKE-
HUS BBLICIUTENILHON QyHKIMK TIouek. s sToro Bee
MaMEHTH! ObUTH CTPAaTH(GHULIUPOBAHBI B 3aBUCUMOCTH
OT YpPOBHSI IPOTEMHYPHUH U CTENIEHU BBIPAKEHHOCTHU
apTepHaIbHON THIIEPTEH3NH.

roabl 6onesHu

Puc. 2. JuHamuka nporpeccupoBaHus XBIy netein B 3aBu-
CUMOCTM OT HaNN4YUSa apTePUaNIbHON rMNepTeH3un ¢ aediota
6onesHu.

B 3aBHCUMOCTH OT BBIPa)KEHHOCTH MEPCHUCTH-
pYIOIIEei MPOTEeNHYPUH eTH OBUIM pa3/iesieHbl Ha 3
TPYTIIIBL:

1-s rpynna — 39 gereil ¢ akTUBHBIM CTEpPOUpE-
3UCTEHTHBIM HE(PPOTUUECKUM CUHIPOMOM HIH C
HaCIIeICTBEHHBIM He(DPUTOM, KITHHUYIECKH ITPOSBIISIO-
[IMMHCS TeMaTypueli B COYeTaHnU ¢ HePPOTHIECKUM
cuHIpoMoM (TIpoTenHypus Oornee 3 1/cyT);

2-a rpynma — 35 iereill ¢ HacJIeCTBEeHHBIM He(PpH-
TOM, COCTOSTHUEM TIOCJIE TIEPEHECEHHOTO TeMOTUTHKO-
YPEMHUYECKOTO CHHJIPOMA, a TAKXKE JIETH C YMEPEHHOU
AKTUBHOCTHIO (DOKATBHO-CETMEHTAPHOTO TJIOMEPYJIO-
CKJIepo3a ¢ yMepeHHoOH nporennypueii (1-2 r/cyT);

3-s rpymma — 71 peOGeHOK ¢ pa3nmuyHON HEMMMYH-
HOM NaTOJIOTHEH, a TaKXkKe NallMeHThI, JIOCTUTIINE pe-
MHUCCHH HEPPOTHUYECKOTO CHHAPOMA C IPOTEHHY pHUEH
<1 r/cyr.

YcranorieHo (puc. 1), 9To pu CTOWKOW TPOTEH-
Hypuu 6oitee 3 r/cyT nporpeccuBHoe cHmkeHnn CKD
ke 60 mr/mun/1,73M%, B cpeiHEM, TIPOUCXOMMUT
gepe3 7,8+0,44 (6—10) romga ot medrota 601e3HU. DTO
JIOCTOBEPHO OBICTpEEe, YeM TpU MPOTEHHYPHUECKIX
¢dopmax Heponaruii ¢ Goee HU3KUM YPOBHEM ITPOTe-
unypun: 11,1+0,9 (9—12) roma nmpu nepcuctupyromien
nporenHypuu B ripenenax 1—2 r/cyru 10,9+0,7 (4-12)
rojia mpy mpoTeuHypun He 6omee 1 r/cyT (p<0,05).

B Hacrosmem nccienoBaHUH TaKkKe JaHa OlleHKa
ckopoctu poctmkenus XbII C3 crtaguu B 3aBUCHMO-
CTH OT HAJIMYWs U CTETCHU BBIPAXKEHHOCTH apTepH-
aJLHON TUTIEPTEH3UH (pHC. 2).

[ToxazaHno, uTo aprepuanbHas runeprensus Il
cTeneHu, HabromaemMas oT aedrora 00ae3HH, OKa3bl-
BaeT 3HAUYMMOE BIIMSHUE HA YBEIWYEHUE CKOPOCTHU
nporpeccupoBanus Hedponatuit. CpeqHUN CPOK
nmoctmwkernst 3- craguu XbIl y 3THX OONBHBIX CO-
craBui 6,940,7 rona, 4TO TOCTOBEPHO MEHBILIE, YEM Y
TIAITUEHTOB 0€3 UCXOMHOH apTepHaTbLHONU THIICPTCH3UH
unu pu Hanmuuu Al I crenenu: 8,740,7 u 8,6+0,7
r/cyT cootBeTcTBeHHO (p<0,05). [laTomornueckoe

55



ISSN 1561-6274. Hedponorua. 2016. Tom 20. Ne2.

[N
o
1

= CP HedpoTuyeckuit
CUHAPOM

=== HenMMyHHblE
Hecbponatn

L
<]
1

o
[
1

o
(S
1

[ons naynenTos, He gocturwmx XBI1 3 cT.

T
0 5 10 15 20
roabl 6onesHn

Puc. 3. Temnbl poctmxenua XBIN C3 ctagun npu cteponapesu-
CTEHTHOM HEDPOTUYECKOM CUHOPOME U HEMMMYHHOW NaToNornin.

51,0

3 g

5 1

> 0,84 N = YMepeHHas

S ; aKTUBHOCTb

g == === HC

506— - P

50, H === Pemuiccus

o

[=§ 1

(] 1

0,44 !

o

2 !

I ---l

£

= Emm-

3 0,04 :

E[ T T T T T T T
0 2 4 6 8 10 12

rogbl 6onesHun

Puc. 4. JuHamumka nporpeccupoBaHus @CIC B 3aBUCMMOCTU OT
3P DEKTUBHOCTN TEPANUN LIMKINOCNOPUHOM A.

prustHEE Al onpenenniio HeoOXOMUMOCTh ITPOBEICHUS
MeankameHTo3Ho# koppekimn AJl B 100% cirydaes y
JAHHOM TpyIIIbl 1E€TEH.

Crnemyer KOHCTaTUpOBaTh, YTO B HaIlel padboTe
TaKHe ImapamMeTphl, Kak BO3PACT U 1OJI peOeHKa, a Tak-
JKe BO3pacT JebroTa 00JIe3HN He OKazajl 3HaYNMOTO
BO3JICMCTBUS HAa CKOPOCTh IporpeccupoBanus XbII
(p=0,08).

B T0 xe Bpewmsl, Ipu IPOBEACHUN CPaBHUTEIHHO-
ro aHajiM3a TeMIIOB MPOTPECCHPOBAHUS MMATOJIOTHU
B 3aBHCHUMOCTH OT ()OpMBI OOJIC3HH U MPOBOTUMOI
Tepanuu ObLIN YCTaHOBIIEHBI YCTOHYNBBIE 3aKOHOMEP-
HocTH. Tak, y mereii ¢ mepBUYHBIM HEPPOTHUECKUM
CUHJIPOMOM, PE3UCTEHTHBIM K CTaHJapPTHOW CTEPOHI-
HOM Tepanuu, CpeIHUN IEPUOJ] TPOTrPECCUPOBAHUS J10
XBIT reobparnmoii C3 cramuu ObUT JOCTOBEPHO MEHb-
e (puc. 3), 9eM y fereil ¢ HeMMMYHHOH MaTooruei
(6,3+0,4 u 8,2+0,6 roma cootBeTcTBeHHO, p<0,05).

JleTanbpHBIN aHAIN3 BEIOOPKH ITAIIMEHTOB ¢ HMMYH-
HbIMH He(pOTIATHASIMH TO3BOJIIII BBISIBUTH BIHSHHE
Pa3IMYHBIX CXEM Tepalrn, HallpaBIeHHON Ha CHIKe-
HUE IPOTEHHYPUHN, U3MEHEHHE TEMITOB TIPOTPECCHPO-
BaHust XBII. Bputo ycTaHOBIEHO, YTO KyNnHpOBaHUE
MIPOTENHYPHUH HEPPOTHIECKOTO YPOBHS BCIEICTBHE
MIPUMEHEHUS TAaTOTeHETHYECKOH UMMYHOCYIIPECCHB-
HOM Teparuu OIpeesseT IPoTrHO3 OOIe3HN.

56

Tak, ipu MicciieI0BaHUH TeUEHHS HEPPOTUIECKOTO
cunapoma nipu GCI'C (puc. 4) B ycnoBuax mpuema
CEJIEKTUBHOTO MMMYHOCYIIPECCHBHOIO Tpemnapara
nukiocnopuda A (LlcA) B cpenneii mose 3,9 (3-5)
MI/KI/CyT KOHCTaTHPOBAHO JOCTH)KCHHUE PEMHUCCUU
y 68% manuentoB. CpeaHsis NIUTEIBHOCTD Tepanuu
IUKIIOCTIOPUHOM A y HEX cocTaBuia 3 roga 2 mec. B
100% ciyuaeB npu JOCTHKEHUU PEMUCCHH B YCIIOBU-
X TAHHOHM Teparuu oTcyTcTBOBajio cHumxkeHne CKD
Ha IPOTSHKEHUH OT 5 110 13 1eT, B cpeHeM B TeUCHHUE
7,5 ner.

VYV 10% nereit Ha done yieueHus L[cA oTmedeHO
CHIDKEHHE ypOBHA npoTennypuu o 1-2 r/cyt. Co-
xpanenne CK® > 90 mu/mun/1,73m? onpenensanu y
JMIAaHHOW TPYMIIBI MAIMeHTOB B 67% ciydaes, ¢ J0-
CTHIKEHUEM KOHEYHOU TOUKH, B CPEJHEM, B TCUEHUE 7
(5-12) ner. [Ipu orcyTcTBUM AP PEKTa OT MPOBOAUMON
tepanuu L[cA (22% OO0JBbHBIX) MPOrPECCHPOBAHUE
OCI'C mo XBII C3 cTtagmu OTMEUEHO BO BCEX CITydasx
B cpoku oT 6 10 11 net, Mmequana nepuosia 10 CHUXKe-
Husa CK® mmxe 60 mur/mun/1,73 M? cocraBuiia 6 Jier.

[pu ananmze Teuenns 6one3nn y 10 nereit c MIIT'H
1-ro THIIA, y KOTOPBIX MMPOBOIMIIACH MTATOrCHETHYECKAsT
tepanus ModeTrina Mukopenonarom (MM®) B cpen-
Heit o3e 1000 mr/m?, pemuccust Oblia KOHCTaTUPOBaHA
B 40% ciyuaes. [Ipu noctmxenuu pemuccuu y 100%
MIAI[MEHTOB B T€UEHHE 6 JIeT OTCYTCTBOBAJIO MPOrpec-
cupoBanue 3aboneBanust. [Ipu HeadexTrBHOCTH HaH-
HOU Tepanuu y 60JIbIIMHCTBA AeTei (83%) otMeuaeTcs
MPOTPECCUBHOE CHIKCHUE BBIACTUTEIbHON QDYHKIIUH
nouek 10 XBIT C3 craguu B TeueHue 6 JeT.

VY Bcex gerell ¢ HEMMMYHHBIMH HedpONaTUsiMU,
BKJIFOUCHHBIX B aHAJU3, MOSBICHUE MPOTCHHYPHH
OBUIO JMarHOCTHPOBAHO MPH OTCYTCTBHU CHU)KCHHUS
CK®. Cpennwii nepuon A0 MOABICHUS IPOTEHHYPUN
OT Hauasa OONIe3HH WIIM OT POXKIACHUS MPHU HATHMYUH
BPOX/JIEHHOMW maTosioruu coctasuia 3,5 net (oT 1 g0
6 niet). [TanmeHThI ObUTH pa3/iesicHbl B 3aBUCUMOCTH OT
YPOBHS MPOTCHHYPHUH HA HAYaJILHOHU CTaIuK OOJe3HH
pu CK® > 90 mir/mun/1,73 M2 Ha IBE TPYIIIIBL: € TTPO-
TenHypueit menee 1 r/cyt (n=38) u ¢ nporenHypUei
oosee 1 r/cyt (n=32).

JlocToBepHOU pa3HUIIBI B CKOPOCTH CHUKEHUSA
CK® B 3aBHCUMOCTH OT yPOBHS IPOTCHHYPUH HE OBLTO
NoJTy4eHo (8 JIeT pH NPOTEeHHYpUH MeHee | I/cyT u
9 jet npu NpoTenHypuu 6osiee 1 r/CyT COOTBETCTBEH-
HO). JlomonHuTeNnbHas cTpaTHGUKALNA TT0 HATUYUIO
U cTeneHu BeIpaxkeHHOoCTH Al (puc.5) mo3Bonmia
BBISIBUTD, UTO HAUMEHBIINH epuo ( He 6osiee 5 1eT)
1o camxennss CK® amxe 60 mur/mun/1,73 M? ormeueH
y narenTos npu Hanuuuu Al Il crenenu xax B yciio-
BUSIX MUHIMAIILHOM ITpoTenHyprH (MeHee 1 r/cyT), Tak
U ee yMmepeHHol BeipaxkenHoctu (1-2 r/cyT) (p<0,05).
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Puc. 5. MeauvaHHbIi BpeMEHHO nepuof Ao cHkeHns CK® Huxe 60 mn/mMun/1,73 M2y oeTeil ¢ npoTerHypuyeckumm hopmMamm He-

VMMYHHbIX HedponaTuii.

ITony4yeHHBIN pe3ynbTaT AEMOHCTPUPYET CO-
YETAHHOE BIIUSHUE NPOTEUHYPUU U apTEPUAIbHOU
TUIIEPTEH3UHU HA CKOPOCTh Iporpeccuposanus XbII
HEMMMYHHOTO T€He3a, YTO 00OCHOBBIBAET IleJie-
cO000Pa3HOCTb PAHHETO MPOBeJeHUs HepompoTek-
TUBHOM aHTUIIPOTEUHYPUYECKOM U TMIIOTEH3UBHOMN
Tepalluy y JaHHOM I'PYMIbl NAUEHTOB.

OBCY>XXAEHUE

B mpoBeneHHOM HaMH PETPOCIEKTHBHOM HC-
CJIeIOBaHUM ObllIa MPOaHAIU3UPOBAHA JTHHAMHUKA
n3MeHenuss CK®, a Takke OCHOBHBIX KJIMHHKO-
71a00paTOPHBIX APaMETPOB Y IETEH € MOTEHIIHATBHO
MPOTHOCTUYECKH HEOIAaronpusTHHIMU (HOpMaMHu
WMMYHHBIX U HEHMMYHHBIX Hedponaruii. BaxxHoCTb
TAKOT0 aHaJin3a onpeselisiiia He0OX0AUMOCTh OLEHKH
TeMII0B niporpeccupoBanust XbII paznuuHoro renesa
U OIPEJICIICHUs] OCHOBHBIX (DAKTOPOB pUCKa HebJaro-
MPUATHOTO TEUEHHS MaTojoruu. B HacTosee Bpems
YHUCJIO TaKUX HCCIENOBaHUN B MEAUATPUN HEBEJIUKO
[25-27], a 3HaUMMOCTh HECOMHEHHA JISI MAKCUMAJTbHO
00BEKTUBHOTO IPOTHO3UPOBAHUS TeUeHHs O0Ne3HH Y
JIeTell ¢ BHOBb IMarHOCTUPOBAHHOM MATOJIOTUEN IO~
YeK U 7151 IePCOHATM3aLIH TePANIeBTHUECKON TAKTHKH
[28-30].

YeTkoe paHKHMpOBaHUE CTAi OOJIE3HH B COOT-
BeTcTBUM ¢ KoHuenmued XbBII, ucrnonr3oBaHHOE B
HACTOSIIEH paboTe, 110 BO3MOKHOCTh €IMHOO0OPA3HO
OLICHUBATh TEMIIbl MPOTPECCUPOBAHUS PA3IUYHOM
MaTOJIOTUU Y IETEH.

Karamuaectuueckoe obcnenoBaHue MpencTaBu-
TeJIbHOW BBIOOpKM JeTeld Ha pas3HbIx ctanusx XbBII
MO3BOJIMJIO BBISIBUTH OCHOBHBIC KIIMHUYECKHE TIpe-
JUKTOPBI, OIPEAEIAIONINe CKOPOCTh IPOTpeccpoBa-
HUSI IPOTHOCTUYECKH HeOIaronpusTHEIX (GopMm Kak
HWAMONATUYECKOTO HEPPOTUYECKOTO CHHIPOMA, TaK
W pa3HOPOIHOMN TpyMIlbl HEUMMYHHBIX He(pomaTuii.
bbu10 nokaszaHo, 4YTo, HECMOTPS Ha MATOT€HEeTHYECKHe
pas3inyuus MMMYHHBIX U HEMMMYHHBIX BapUaHTOB

XBII, Ha aTane pa3BUTHs CKIIEPOTUYECKUX U3MEHEHUN
B [I0YEYHOW TKaHU CKOPOCTb UX MPOTrPECCUPOBAHUSL
OIpENENsIeTCs UMEHHO BBIPAKEHHOCTBIO IPOTEUHYPUU
W apTepUaITbHOM TUIepTEeH3UH. AJIEKBATHOCTH KOPPEK-
UM THX (aKTOPOB B YCIOBHSIX MaTOT€HETHYECKOH
CENIEKTUBHON MIMMYHOCYTIPECCUBHOM 1 HEPPOIPOTEK-
TUBHOH Teparuu cnocoOCTByeT 3HAYNMOMY YBEJInIe-
HUIO JUTMTEIBHOCTH TIEPHOAa 10 Hadana HeoOpaTUMBIX
CKJIEPOTUYECKUX U3MEHEHUN B ITIOUEYHOU TKAHU.

SAKJIOMEHUE

VYcTaHOBIEHHOE €IMHCTBO MAaTOTHOMOHUYHBIX
KJIMHAYECKUX (aKTOPOB MPOTrPECCUPOBAHUS HMMYH-
HOW M HEUMMYHHOMW MaTOJIOTMH MOYEK MOATBEPHKIAET
METO/I0JIOTUYECKYIO PABOMOYHOCTb U TPOrHOCTHYE-
CKYIO 11€71ecO00pa3HOCTh UCTIONB30BAHMUS KOHIICTIIIUH
XPOHUYECKOH O0JIE3HH MOYEK B IETCKOW HEPPOTIOTHH.
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PEDEPAT

BBE/JJEHUE. ®akTtop pocTta ¢pubpobnacTtos 23 (FGF-23) — docdaTypnyeckmin ropMoH, CUHTE3UPYEMbI OCcTeouUTaMn n
MrpaoLWmin BaXHYIO poJib B MaTOreHe3e HeKOTopbIX rmnodocdareMmyeckmnx coctosHuin. LUEJIbIO MCCJIEJOBAHUS 6bino
n3yyeHue BavsaHusa FGF-23 Ha cocTosiHne MUHeEpanbHOro obMeHa npu oTAeNbHbIX HedponaTusx y aetein. MALUMEHTHI U
METO/bI. B nccneposaHue BkntoveHo 87 geteli ot 7 mec ao 17 net 10 mec. YpoBeHb nHTakTHoro FGF-23 6bin namepeH
MeToA0M MMMYyHObepMeHTHOro aHanunaa (ELISA) y netein c runodocharemmyeckum paxmtom (n=15), cungpomom PaHko-
HU (N=9), xpoHun4yeckoi 6onesHbto noyek 3—5 cragmm (n=35), cteponaHbiM ocTeornopo3om (N=10) n y aeTen, He UMeLLINX
HedponaTuii (n=18). Y neten ¢ HedponaTUaMn namepeHsl Bruoxmmmyeckme nokasatenn ¢ochopHoro oobmMeHa B KPOBU U
moue. PE3YJIbTATHI. B rpynne cpaBHeHus ypoeeHb FGF-23 coctaBun 22,92 nr/mn (5,91-54,37), 5 neten ncknoyeHsl 13
aHanusa B cBA3M ¢ ypoBHeM FGF-23 Huxe rpaHuubl onpegenenuvs (<5 nr/mn). Y getei Bo Bcex rpynnax nosyyeH gocTo-
BEPHO MOBbILLEHHbIN ypoBeHb FGF-23 oTHOCUTENbHO Fpynnbl cpaBHeHUs: Npu runodocdatemmyeckom paxute 73,11 nr/
mn (40,08-125,71), p<0,01, npu cuHapome PaHkonn — 141,56 nr/mn (34,27-302,64), p<0,01, npn xpoHn4eckoi 601e3Hn
noyek 613,71 (20,15-6230,77), p<0,01, npn octeonopose — 106,65 (61,64-147,74), p<0,01. Y petenr ¢ XbI1 3-5 ctagun
BbisiBNIeHa goctoBepHas koppensuusa FGF-23 ¢ CK® (no ¢dopmyne LBapua), r=-0,678, p<0,01. Y geteit ¢ cMHAPOMOM
®daHkoHN Ha poHe Tepanum pocdaTammn 1 BUTaMmMHOM D BbisiBNIEHbI BEICOKUIA ypoBeHb FGF-23 1 ero koppenauus ¢ cbiBo-
POTOYHBbIM POoCPOpPOM Npu coxpaHatoenca rmnopocdaremun r=0,843, p<0,05. BbIBO/]bl. Pe3ynbtaThl CBUAETENLCTBYIOT
0 BoBneyeHnn FGF-23 B natoreHes MuHepanbHbIX HAPYLLEHUI NPy pa3nuyHblix HedponaTtuax. Y geten, Kak n'y B3pOCibiX,
FGF-23 nosbiwaeTca no mepe nporpeccuposanuns XbIM, nocturaa makcumyma npu XBM 5 craguu.

KnioueBble cnoBa: ¢paktop pocta dpubpobnactos 23, FGF-23, runodpocdatemmyecuiin paxmut, cMHOPOM PaHKOHU, OCTeo-
nopo3, XpoHuyeckas 601e3Hb Nnovek, AeTu.

ABSTRACT

INTRODUCTION: Fibroblast growth factor-23 (FGF-23) is a phosphaturic hormone, synthesized by osteocytes and involved in the
pathogenesis of several hypophosphatemic diseases. THE AIM OF STUDY was to evaluate influence of intact (iFGF-23) on mineral
metabolism in children with different nephropathies. PATIENTS AND METHODS: 87 children, age from 7 months to 17 years 10
months were included in the study. Level of intact FGF-23 was measured (with ELISA) in children with hypophosphatemic rickets
(n=15), Fanconi syndrome (n=9), chronic kidney disease stage 3-5 (n=35), steroid osteoporosis (n=10) and in children without
nephropathies (n=18). Routine biochemistry markers of phosphate metabolism were measured in children with kidney diseases.
RESULTS: FGF-23 level in comparison group was 22,92 pg/ml (5,91-54,37), 5 children were excluded because of undetectable
level (<5 pg/ml). All children with kidney diseases had significantly elevated FGF-23 level (in comparison with healthy children):
in children with hypophosphatemic rickets FGF-23 level was 73,11 pg/ml (40,08-125,71), p<0,01, in Fanconi syndrome patients
- 141,56 pg/ml (34,27-302,64), p<0,01, CKD 3-5 stage patients — 613,71 pg/ml (20,15-6230,77), p<0,01, osteoporosis pa-
tients — 106,65 pg/ml (61,64-147,74), p<0,01. Correlation between FGF-23 level and eGFR (using Schwartz formula) in CKD 3-5
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stage was found, r=-0,678, p<0,01. Children with Fanconi syndrome on phosphate and vitamin D supplementation had elevated
FGF-23 level and we found the strong correlation between FGF-23 level and serum phosphate level (r=0,843, p<0,05) despite of
hypophosphatemia. CONCLUSIONS: Our results suggest that FGF-23 is involved in pathogenesis of mineral disorders in different
nephropathies. Besides, FGF-23 is rising with the progression of CKD, reaching maximum level in 5-th stage of CKD in pediatric

patients as in adult ones.

Key words: fibroblast growth factor 23, FGF-23, hypophosphatemic rickets, Fanconi syndrome, osteoporosis, chronic kidney

disease, children.

BBEAEHUE

Dochop — HEOTHEMIIEMBINA ATEMEHT KaXKI0H )KUBOU
KJICTKH, HEOOXOMUMBIN NI psiga METaOOINIeCKUX
mporieccoB. [lnTenbHas HeXBaTKa HEOPraHMYECKOTO
dhocdopa B opranmzMe MOKET IPUBOAUTH K HAPYIIIE-
HUIO MUHEpaIu3allii KOCTHOW TKaHU. B ycloBusix
nedunura Gocdopa crpamaet GopMUPOBAHUE MUHE-
paJibHOM 4YacTHU KOCTHOM TKaHU — TMJPOKCUAINATHUTA.
CrabunbHbIl ypoBeHb (hocdopa B CHIBOPOTKE KPOBH
TTOJIIEPKMBACTCS PABHOBECHEM MEKIY OCTYITUIEHHEM
13 TOHKOM KUIIKH, IKCKPELUEN B TOYKAX U ACTIOHUPO-
BaHMEM HJIH BbIBe/IeHHEM Qochopa n3 KOCTHOU TKaHU.
[IpakTruecku Bech Gochop CBOOOTHO PHIBTPYETCS
B KiIyOOUKe, B najbpHeHeM OomnpInast ero 9acts (80—
97%) peabcopOupyeTcs B KaHAIbIaX, IPHIEM MIPOIIECC
HanpsAMYI0 3aBUCHUT OT KOJIMYECTBA IEPEHOCUYNKOB Ha
memOpane [1].

[To coBpeMeHHBIM MPEACTABICHUSIM PETYISIIUA
OCYII[ECTBIISCTCS B3aMMOJECHCTBMEM MapaTropMoHa
(TITT), kampIMTpHONA W TPYMILI TenTHI0B (ocda-
ToHUHOB [2—4]. K docharonnHam OTHOCAT HECKOIBKO
BeriecTB: pakrop pocra ¢pudpodmacto 23 (FGF-23),
CEKPETHPYEMBII 3aBUTOM CBsI3aHHEIN 0ok 4 (SFRP4),
MaTPUYHBIA BHEKJIETOYHBIH (OCOTITNKOIPOTEUH
(MEPE). Bce 5T BemecTBa MPUBOAAT K YMEHBIICHUIO
KOJIM4YeCTBa (YHKIIMOHUPYIOIIUX TPAHCIIOPTEPOB Ha
JIOMUHAIBHOW MeMOpaHe KIETOK MPOKCHMaJbHOTO
KaHaJIbIIa TTOYKH [5].

FGF-23 sgBnsiercst menTuaoM, COCTOSIIMM U3 251
AMUHOKHCIIOTHI, TPOAYIUPYIOMINMCS OCTEOIUTAMH U
octeoOmacramu. [lepen cexpenneil B KpOBOTOK OT MO-
JICKYJIBI OTIICTUISACTCS 24-aMHHOKHUCIIOTHBIN CUTHAITB-
HBIH TOMEH, 1 B KPOBOTOK ITOTIAIAET YK€ «aKTHBHBII
thakrop [6]. B xpoBoTOoKe mHTaKTHEIN FGF-23 (iFGF-
23) moaBepraeTcsi BTOpoi (epMEHTHON peakuuu, B
pe3ynbTaTe KOTOpOoi 00pa3yroTcsl JBa HEAKTUBHBIX
KOMITOHEeHTa, C-TepMHUHAIBHBINA 1 N-TepMUHATBHBIN
ocratku. HemocpeacTBeHHO caM (hepMEeHT Ha JIaHHBIH
MOMEHT €eIlle He HICHTHU(QHUIIMPOBAH, OJHAKO BBISBIIE-
HBI T€HBI, BOBJICUEHHBIC B PETYJISAINIO PACIIETUICHUS
akTuBHOTO (hakTopa, kak Hanmpumep PHEX [7]. My-
Tal{IO0 JAaHHOTO T'eHa HAXOIAT MpH X-CHEIICHHOM
runogdocareMuyeckom paxure [6, 8.

Crumynamu k nponykuuu u cexperun FGF-23
seistrorest 1,25(OH)2D u runiepdocdaremus [6, 9, 10].
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[IpucyTcTBHEe B KpOBOTOKE BBICOKOTO ypoBH:S FGF-23
MPUBOJIMT K 3HAYUMOMY CHWXKEHHUIO peadbcopOoruu
¢docdopa Ha ypoBHE MPOKCUMATILHOTO KaHabIa. [Ipo-
WCXOIWT CHMKEHUE IUIOTHOCTH conepxanust NaPilla
u NaPillc Ha MOBEepXHOCTH IIETOYHOW KA@MKH KIIETOK
noueyHoro ka"ainena. FGF-23 oka3piBaeT nelicTBUE
nytem aktuBanuu peuentopa (FGFRI1, FGFR3 w/
wi FGFR4) B npucyrcteun xodaxropa Klotho [11].
Taxxe FGF-23 Onokupyet ¢epmeHT 1 o-rumpoxcunasy
(CYP27B1), oTBevarommii 3a THIPOKCUIHPOBAHUE
25-(OH)D u cunTe3 kanpimutpuona [12]. B cBoro oue-
pens 1,25(0OH)2D crumynupyer cunre3 FGF-23 [13].
Beicokuit ypoBens FGF-23 npuBoauT K yrHETEHUIO
(YHKIIUY TapalIuTOBUIHBIX JKeJie3 Yepe3 MeXaHu3M,
onocpenoanubiii FRFR u Klotho [14, 15].

CywmecTByIOT I'pynna peakux 3aboieBaHUH,
00yCJIOBJICHHBIX M30JIMPOBAHHON OYEYHON TIOTepen
docdaros, 0003HaUarONIXCSI Kak Tunodocaremude-
CKHe PaxuThl. BEIIEISIIOT HECKOIBKO TUIIOB THITO(OC-
(haTeMHYECKHX PaxWTOB: ayTOCOMHO-JIOMHUHAHTHBIN
(oOycnoBnen mytauueit rena FGF-23, kotopas npu-
BOJHT K €ro YCTOHYMBOCTH K mpoTeonusy [16, 17]),
X-cuenneHHpId (00yCIOBICHHBIH MyTalueil reHa
PHEX, BoBneuennoro B nporeonus FGF-23 [16]),
ayTOCOMHO-pEIeCCUBHBIN (Hamboee penkas Gopma,
00ycCIIOBIIEHHAs MYTaIlUsIME B OTHOM 13 reHoB DMP1,
ENPP1, FAM20c wim DMP4 [18]), xoTOpbIe Takxke
MPUHUMAIOT YYacTHE B Aerpanauuu nataktHoro FGF-
23 [19-22]. Bce onucaHHble MyTallMd NPUBOIAT K
yBenuueHuro copepkanus iFGF-23.

B mopasnstoniemM OONBIIMHCTBE ClydaeB JeOOT
MIPOUCXOANT B PaHHEM JETCKOM Bo3pacte. Kak mpa-
BHJIO, TIEPBBIM U OCHOBHBIM INPU3HAKOM THUIMO(OC-
(haTeMHU9IeCcKOro paxuTa SBJISIOTCS AeOpPMaIiU HOT,
MOSIBIISTIOIIIMECS cpa3y MOCIIe TOro, KaKk peOSHOK Ha4YH-
HAeT BCTaBaTh M XOUTh. B manpHelimem nedopmanmn
MIPOTPECCUPYIOT, IETH OTCTAIOT B pocte. Jledopmarmn
HOT 3HAYHUTEIBHO 3aTPyIHSIOT MMEepeIBUKCHUS, Ha-
PYIIAIOT TOXO/KY, HEPEIKO OOJIBHBIE KATYIOTCS Ha
6omu B KocTaxX [23]. PaHHsS mocTaHOBKa JUarHosa
HACJIEJICTBEHHBIX TUMOGOC(HATEMHIECKUX PAXUTOB
pelKa, TaKk Kak MpH MOSIBICHUH MIEPBBIX JedopMaruii
y ZeTel, Kak MpaBWIIO, CTABUTCS IUArHO3 BUTAMUH-
D-nedurnutHOro paxura m MPOBOJUTCS COOTBET-
cTBytomiee yiedeHue. [Ipu oOcrnenoBanny 3Tux Aeten
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BBISBIISIFOTCS THIOGochaTeMuss 1 HOPMaIbHBIA WITH
HE3HAUNUTEJIbHO CHUKEHHBIM ypOBEHb BUTaMHHA D,
TaKXKe OOBIYHO BBISBIISICTCS! TIOBBINICHHBIH YPOBEHb
iesiouHoi hocdarassl kposu [24]. [Tpu BeIIOIHEHUN
PEHTTEHOJIOTHUECKUX UCCIIE0BAaHNN KapTHHA HE UMe-
€T KaKoOM-TO CIeIU(UIHOCTH: OIUCHIBAIOTCS CHIDKE-
HUE MUHEpaIU3alii KOCTeH, ieopManuy TpyOuaTsx
KOCTEM, HepOBHBIE KOHTYpPHI 30H pocTa. C Bo3pacToM
U TIpeKpalieHneM pocTa, Kak MpaBuio, nedopmManuu
IepecTarT MPOrpeccCupoBaTh, HO OCTEOMAJAIUSA
coxpangercs. Kpome Toro, y 60ipHBIX ¢ runodoc-
(haTeMuYeCKMMH paxUTaMH OINKCaHa YHTE30MaTHs,
KaJblIU(UKAIHS CBSI30K U CYXOXKWINH [24, 25].

B neuenun TpauIInOHHO B OTEYECTBEHHOM JINTEPA-
Type peKOMEH IyeTCsl BRICOKO/I03Hasl Teparus BUTaMH-
HoM D (710 50 000 ME/cyT) 1 ero akTHBHBIMHU MeTa00-
nuTaMu (TbhaxaibIyIoNI, KaabuTprod). [Ipenapars
OJIHO- ¥ JIBy3aMelleHHOro (ocdara HaTpUsi IIUPOKO
MIPUMEHSAIOTCA B MUPE, CYIIECTBYIOT Cpa3y HECKOIBKO
JIeKapCTBEHHBIX (JOPM, OJTHAKO Ha CETOHSAIIHUHN JeHb
HU OJHA U3 HUX HE 3aperucrpuponaHa B Poccuu, B
OTEUYECTBEHHOH JIMTEparype YIOMUHAIOTCS PacTBOP
JKonu [26] u pacTBOp HeopraHuueckux ¢ocdaros.
3agacTyio HamM OOJbHBIE MPUHUMAIOT Mpenaparsl,
NIPUBE3EHHBIE U3-3a rpaHubl. Ha cerogHsmHui
JIeHb 3apETUCTPUPOBAH OJIMH IpeTiapar, SBJSIOIIHACS
cMechio Heopranuueckux (ocdaroB. OqHaKo OH 3a-
PETUCTPUPOBAH KaK CIIaOUTEIbHOE CPEACTBO, U €T0 UC-
TI0JIb30BAaHHUE C IIETHI0 BOCIIOIHEHUS TOTeph Gocdopa
HE IIPEyCMOTPEHO UHCTPYKLUEH.

Koncepsarusnas Tepamnus runodochareMuaeckix
PaxuTOB BKJIFOYAET BOCIOIHEHHUE MOTEeph (ocdaros
U goranuio ButamuHa D. BoabIIMHCTBO HCTOYHNUKOB
YIOMHUHAIOT B KaueCTBE BUTaMUHA D KalbLUTPHOIN,
HO JIOIYCKaeTCsl MCIOJIb30BaHUE alb(aKalblUI0NA.
Jlo3a kanbiuTprosa BapbupyeT ot 10 10 80 HI/KI/CyT,
anbdakaneiuaona — 25-50 ur/kr/cyt [24, 27, 28, 29].
Bce aBTOpHI CXOAATCSA HAa TOM, YTO MPEBBIIIATH 03y
3-3,5 r xanmpIuUTpHONa U 2 T anb(akaibluona He-
nenecooOpa3Ho, Tak Kak 3TO HE yIy4IlaeT MPOTHO3BI
Y TIOBBIIIAET PUCK pa3BUTHS HepoKaJIbIMHO3a [24].
Heoprannueckue docdarsl narores U3 pacyera B
paszubix ucroynnkax ot 30 no 180 mr/kr/cyt (1o ie-
MeHTapHoOMY Ghochopy), HO OOTBIIUHCTBO TOCIETHIX
pekoMeHanui orpanudyuBartcs 20—40 Mr/kr/cyt
[24] u 1o 80 MI/KI/CyT B MEPHOMIBI AKTUBHOTO POCTa
pebenka [27]. Llenbio Tepamuu sBISETCS 3HAYCHUE
KOHIIEHTpALlMU HeopraHnyeckux (ocdaToB KpoBU
1-1,2 mmonw/n [24, 27, 30]. [Tpuuun as1st TOrO, YTOOBI
HE JIONyCKaTh U30BITOYHOTO moTpednenus gocdopa,
HECKOJIBKO: 3TO HHU3Kasi 3PPEKTUBHOCTH BBICOKOJIO-
3HOHM Tepamnuy, IIoxas MepeHOoCHMOCTh IpenapaToB
(6omu B XKMBOTE, TOIIHOTA U JMapes) W TUIeprapa-

THUPEO3, KOTOPBIH MOXKET Pa3BUTHCA TP JITUTEITHHOM
n30bITOYHOM TpuemMe (ocdopa.

Yacrto y mereit Ha ¢oHE MEAMKAMEHTO3HOU Te-
panuy Mpu paHHEM Hadajie MPOUCXOAMT YacTHYHAsS
WIN TIOJTHAsI KOPPEKIHs JeopMaruid. DT0 CHIKaeT
MOTPEOHOCTH B MHOTO3TAITHBIX CIIOKHBIX OTepaIisX.
OmnepaTuBHOE JIEYCHHE YaIlle BCETO PEKOMEHIYyeTcs
MOCJIe 3aKpBITUS 30H pocTa [24, 27, 30, 31], onHako
9TO KacaeTcs BMEUIATEIbCTB C BHIMOJIHEHHEM OCTEO-
ToMui. B Hacrosiiee BpeMs 4acTO MPUMEHSIOTCS
MaJIOMHBAa3WBHbIE BMEIIATENIbCTBA, KaK, HAIPUMeEp,
reMudsIQu3eoe3, BHIMOIHSIONECs B Ooiee paH-
HEM BO3pacTe J0 3aKPBITHsI 30H pocTa [24, 32]. BrI-
MIOJTHEHHE OTIEPATUBHBIX BMELIATEIbCTB BHE T€parun
MeTabonuramu BuTamMuHa D u pocdaroB npuBoauT K
penuauBam jehopMalnii 1 MHOKECTBY IOCIIEOTEpa-
LIMOHHBIX OCIOXKHEHUMH [31].

B nocnennee necatunerue yaensercs MHOTO BHU-
MaHue TmpobiieMe MUHEpaJbHON KOCTHOHN OoJyie3HU
npu XbII y B3pocneix u nereil. Hanbonee pannum
MapKepoM MUHEPATbHBIX HAPYIIEHUH IPYU CHUKESHUN
CKOPOCTH KITyOOYKOBOH (PHUIBTPALIUY SIBIISICTCS [TOBBI-
menue FGF-23 B ceiBopoTke kpoBm [13, 33, 34]. B
MCCIIEZIOBAaHUSAX OBUIO MOKa3aHO, YTO CO CHUKEHHUEM
CK® Bo3spacraet xkonuentpauus FGF-23 B kposu,
nocturas Mmakcumyma ipu XbI1 C5 cramum [35-38].

Pe3ynbraTsl €THHCTBEHHOTO OITyOIMKOBAHHOTO Ha
CETOHSAIIHUH JIeHb NCCIIeIOBaHHS CBUIETEIILCTBYIOT O
TOM, YTO Y OOJIBHBIX C CHHAPOMOM DaHKOHH YPOBEHb
FGF-23 uu3kwuii kak Ha (hoHE Tepanuu, Tak u Oe3 Hee.
B T0i1 5xe paboTe MBI HallI €INHCTBEHHOE YIIOMHHA-
Hue o cBs13u FGF-23 ¢ ocnoxHEHUSIMU CTEPOUTHOTO
octeoropo3a [39].

Llenpio ncciaenoBaHus OBIIIO M3yYEHUE BIMSHUS
iFGF-23 Ha cocTosiHMEe MHUHEPaIbHOTO 00MEHA P He-
(b ponarusax, conpoBokaaromuxcs runodochareMueii
u npu XbIT C3-5 cTraaum, a Takxke MpH 0CTEOTIOPO3E,
BbI3BAHHOM JUIUTEJILHON CTEPOUIHON Tepanuen.

NMAUUEHTbI U METO bl

B nccnenoBanue OblH BKJIIOYEHBI 87 IETel B BO3-
pacte ot 7 mec o 17 ner 10 mec, 56 neBouek u 31
MasTpauK. [leTr ¢ 3ab0eBaHusIME TTOYEK OBLTH pactpe-
JIeJICHBI Ha 4 TPYIIIBI B COOTBETCTBUU C KITMHIYECKUM
nuarno3oM U pacuetHoit CK® o popmyne IlIBapriia.

B rpymmy nereii ¢ runogochareMuuecKiuM paxuTom
Bonuin 15 meBouek B Bozpacte 10,2+3,5 et (3 roga 9
Mec — 17 net 7 mec) ¢ CK® o popmyse HBapma >90
MJI/MUH. Jlnaruo3 Obl1 YCTAaHOBJICH HA OCHOBAHHMHU KJIH-
HUYECKHUX JAHHBIX U CBEJICHUH O HACJICICTBEHHOCTH,
y JIBYX JIEBOYEK TUAarHO3 X-CIEIUIEHHOTO THIodoc-
(areMruecKoro paxmra MOATBEPKICH FeHETHYECKN
(myTanuu B rene PHEX). JlnutenbHOCTS 3aMEeCTUTENb-
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Holi Tepanuu pocdaramu cocrapmsina 37,0+37,1 mec
(1-114 mec). Cyrounast 103a npenaparoB Gpocdopa —
51,8424,0 mr/xr (16,2—103,3 mr/kr). 11 nereii (73,3%)
MMeJH B aHAMHE3€ OIepaTHBHBIE BMEIIATEeIbCTBA 10
OBOY JAeopMaIiil HIYKHUX KOHEUHOCTEH, CPEAHUIN
BO3pacT MEPBOM oreparuu coctaBui 6 et 10 mec (0T
3 o 12 ner).

B rpynny nereit ¢ cunnpomom @aHKOHH BOILITH 9
neteit B Bozpacte 5,08+3,6 roga (1 rox 4 mec — 11 net
11 mec), cpenu Hux 5 neBouek u 4 mansanka. CK® mo
(dhopmyne IBapia 6b1a Boiie 90 mi/MuH. B rpymmy
BKJIFOYEHO 7 JIETeH ¢ JMarH030M He(hpormaTHIeCKU 111-
CTHHO3 (BCE JETH NMEJH MOJIEKY/ISIPHO-TEHETUYECKOe
noATBeprkaeHue), 1 pedenok ¢ cunapomom Jloy u oux
pebenok ¢ cuaapomom DaHKOHU B paMKax JJTUTEITHEHO
HEJIEYEHHOTO AUCTAIHLHOIO PEHAIIBHOTO TYOYIISIPHOTO
anuno3a. Bee netu Ha MOMEHT BKITIOYEHHUS B UCCIIE0-
BaHME MOJTy4ali 3aMECTHTEILHYIO Teparuio Gpocdara-
MH, JUTUTENILHOCTh TePaIuy cocTapisiia ot 1 10 60 mec
(cpennee 19,56 Mec, cTangapTHOE OTKIIOHEHHE 18,68).
CytouHas no3a npemnaparos ¢ocdopa 50,0+£28,5 mr/
kr (13,4-95,23 mr/kr).

B rpyrmy XbI1 Obimu Bittouenst 35 aereit ¢ XbIOIT
C3-5 cranuu, cpenu HUX 16 neBouek u 19 MaIbuuKOB B
Bo3pacte 9,3+5,2 roga (7 mec — 17 et 11 mec), cpenn
HUX 16 momydany 3aMeCTUTENIBHYIO MIOYCUHYIO Tepa-
o (7 epUTOHEATbHBIN Tuanu3 U 9 mporpaMMHBIN
remoauanu3) u 18 mereit B nonuamusnoi craguu (10
neteit ¢ XbII C3 craguu u 8§ — ¢ XBII C4 cramun).

B rpynmy nereit ¢ ocreonopo3om BkIto4eHbI 10
neteit (8 meBouek u 2 MajpIMKa) B Bozpacte 11,7£2,9
roga (8 ner 6 mec — 17 aet) ¢ CK® no dopmyiie
IBapiia >90 Mur/MUH, TOTYYAIOIINX JITUTEIBHYIO BBI-
COKOJIO3HYIO CTEPOHTHYIO TEPAIHI0 HEQPOTHYECKOTO
CHUHJIpOMA CO CHIDKEHHEM MHUHEPaTbHOW MIOTHOCTH
KOCTHOW TKaHHW IO JaHHBIM PEHTTEHOBCKOM OCTEO-
JNEHCUTOMETPHH TOSCHUYHOTO OT/esIa MO3BOHOUYHUKA
T-xpurepnii —2,3+0,8 (ot 3,5 1o —1,0) 1 uMeromux B
aHaMHe3e KOMIIPECCHOHHBIE IEPEJIOMBI TEJI TO3BOHKOB
(ot 1 mo 5) Ha momeHT B3siTHsI 00pa3IioB KPOBH BCE
JICTH TIOJTyYaJId TePAIUIo ab()aKalblUI0JIOM B J103€
11,3+8,3 ur/kr/cyt (ot 3,8 no 27,3 HI/KI/CyT).

I'pynmy cpaBHeHMs cocTaBuiu 18 neteid, He UMero-
uX 3a00JIeBaHMI MOYEK BO3pacTe OT 3 JieT 3 Mec 10
17 net 9 mec, 12 neBoyek U 6 MaJIBYMKOB.

YV Bcex JeTeil, BKIOUEHHBIX B MCCIIEIOBAHNE, U3ME-
pen ypoBenb FGF-23 MeToioM UMMyHO(GEpMEHTHOTO
anaimza (ELISA).

Y Bcex zereit ¢ 3a00IeBaHUAMH ITOYEK UCCIIEI0BA-
HBI ypoBeHb hocdopa, KabIus, TapaTropMoHa 1 Kpea-
TUHUHA CBIBOPOTKU KPOBU. Y BCEX ETEH C COXPAHHOM
dbyHKIIMEH TIOUeK, a Takke y yacTu (29%) mereit co
camwkenHoii CK® wuccnenoBan ypoBeHb ¢ocdopa u
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KpeaTHHWHA B Pa30BON MOPIIMHM MOYHM U PacCUMTaHa
¢dpakiroHHas 3kckperus gpocdopa.

Craructriyeckuii aHaJIH3 MOMyYeHHBIX PE3YJIETaTOB
TIPOBOJIMIIN C UCTIONB30BaHMEM CIEIINAIN3HPOBAHHOTO
nakeTa MpUKJIaHbIX mporpamm «SPSS Statistics 20.0»
(«SPSS Inc: An IBM Company», Chicago, 111, CILIA).
JlaHHbIe TIpeICTaBIICHBI ITPU HOPMAJIBHOM pacrpesesne-
HHH B BUJIE CPEIHETO apUPMETHICCKOTO+CTaHIapPTHOE
otkiioHeHne (M+SD), npu acuMMETpUYIHOM — B BHJIE
MelMaHbl U UHTepKBapTUIbHOTO pasmaxa (Me, 25%
KBapTWiIb; 75% KBapTwib). [ cpaBHEHHS KoIude-
CTBEHHBIX JTaHHBIX UCITOJIb30Banu U-Tect ManHa—Yur-
HU UK t-kputepuil CteionenTa. i1 cpaBHEHUS Ka-
YEeCTBEHHBIX JIAHHBIX IPUMEHSIICS TOYHBIA KPUTEPHIA
Oumepa. OLEHKY CHIIBI CBA3U MEXKIY KOJINYECTBEH-
HBIMH TIPU3HAKaMU TTPOBOIMIIN C TIOMOIIIIO pAHTOBOTO
koappunuenta xoppenanuu (Rs) Cnupmena unu
ko3 dunmenta xoppensuuu (r) [Mupcona. Hysnepyto
CTaTUCTUYECKYIO THIIOTE3Yy 00 OTCYTCTBUU PazIuunuit
u cBsizeit otBepranu npu p<0,05.

PE3YJIbTATbI

JlanHble OMOXMMHUYECKHX MapKePOB MUHEPAIILHOTO
oOMeHa B TpyIiax npeJcTaBieHsl B Tad. 1. B rpymmax
nereit ¢ runodochareMUUeCKIM PaxXUTOM U CHHAPO-
MoM DaHKOHM TONyYSHBI HU3KHE 3HAUYCHHS YPOBHS
docdopa B kposu: 0,92+0,12 u 0,82+0,2 MMoIB/1T
COOTBETCTBEHHO U HE MMEJIM JIOCTOBEPHBIX OTIUYHIL
Mexy coboif, B rpymme XbII momyuens! 6omnee BbI-
cokue 3HaueHus pocdopa B kporu (p<0,05), a Taxxe
OoTMeueHa OoJtblias BApradeabHOCTh YPOBHs ocdopa
ceiBopotke (0,83—4,34 mmonw/n). [1pu aHanmm3e ypoBHS
docdopa B 3aBucumMoctH ot craauu XbI1 1ocToBepHBIX
pazmuunii mexay C3 u C5 ctaaueit He BbIsIBIeHO. Pa3-
JWYH B YPOBHE HEMOHU3UPOBAHHOTO KaJIbIIHs CHIBO-
POTKE MEXJly TPYIIIaMi HE BBISBICHO. YCTaHOBJIEHA
JIOCTOBEpHAs pa3HHIIA B yPOBHE MIEIIOYHOH ocdaTasbl
B kKpoBH. DpakimoHHast 3kckpenus hocdopa Oblia 10-
CTOBEPHO BhIIIIE P rUO(ochaTeMIuecKoM paxuTe 1
cunjipoMe OaHKOHU, YEM MPU OCTEOTIOPO3E.

[Tpu o6pabotke pe3ynbraroB uccienosanus FGF-
23 W3 CTaTHCTUYECKOTO aHalInu3a ObUIM MCKITIOYEHBI
sHadenuss FGF-23 Huke 5 nr/mit, 4To SBISIOCH Ipa-
HUIICH oIpesieNieHust ISl JaHHOTO Habopa. B rpymme
cpaBHeHus cpexnuit yposenb FGF-23 cocrtaBun
22,9420,1 nr/mu. B npyrux rpymnmnax mnokasaTenb
OKa3aJcs JOCTOBEpHO BhImIe (Tabm. 2, puc. 1, 2). Jlo-
cToBepHBIX oTinuuil ypoBHsa FGF-23 B 3aBucumoctu
OT TI0JI2 ¥ BO3PACTa HE BBISBIICHO.

[Tpu npoBeIcHUN KOPPEISIIIMOHHOTO aHAIH3a ITPO-
CIIe’)KeHa YMEpEeHHAasi KOPPESAIHs MEXIy YpOBHEM
FGF-23 u ppakimonnoii sxckperuu pocdopa, p<0,05
(puc.3), npyrue uccienoBaHHbIE MTOKa3aTesIei He Mmo-
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Tabnuua 1
Buoxumuyeckue mapkepbl MMHepasibHOro o6mMeHa B rpynnax
[oP Cunppom daHkoHn | XBI OcTteonopos
dochop cbIBOPOTKU, MMOSb/N n 15 9 34 10
MwuH-makc 0,69-1,08 0,82-1,33 0,83-4,34 1,06-1,7
CpenHee 0,92 0,82 1,90 */** 1,41
CT. OTK/. 0,12 0,2 0,69 0,20
Kanbuuii CbIBOPOTKM, MMOJb/N n 15 9 35 10
MwuH-makc 1,74-2,45 1,98-2,68 1,99-2,9 1,95-2,53
CpepHee 2,31 2,35 2,30 2,35
CT. OTKJ. 0,18 0,19 0,21 0,18
LLLD cbiBOpOTKY, n 15 9 34 10
EL/n MwuH-makc 80575 *¥**/*xx*x | 2BQT727 *x* Frx* 38-712%*** 31-197
CpepHee 381 434 241 92**
CT. oTK. 129 165 149 54
MTI cbiIBOPOTKM, n 15 7 35 10
nr/mn MwuH-makc 40,2-149,2 5,2-364,4 4,19-2500 6,3-78,7
CpepHee 81 144 425 29
CT. oTK. 35 129 605 26
D3 PO4 (%) n 15 9 10 10
MwuH-makc 17,5-62,4 29,8-90,4 11,1-68,6 2,7-16,0
Cpennee 29 3*x*x 50,3%/*** /rexx 20 ox+ 6,8%/**
CT. oTKJ. 13,2 17,7 17,6 3,8

Mpumevanune. MPP - runodocdaremmyecknin paxut, XBIN — xpoHunyeckas 6o0ne3Hb novek, Ca — HEMOHN3MPOBAHHbIN KasbLMiA CbIBOPOT-
kn, LD — obwas wenoyHas pocdatasa, MTI — napatupeonHbii ropMmoH, @3 PO4 — dpakumoHHas akckpeums docdopa. * p<0,05
B cpaBHeHun ¢ FPP; ** p<0,05 B cpaBHeHUM ¢ PaHkoHU; *** p<0,05 B cpaBHeHun ¢ XBIT; **** p<0,05 B cpaBHEHU C OCTEONOPO30M.

Tabnuua 2

YpoBeHb MHTAKTHOro pakTopa pocta pubpo6sacToB-23 y 60JIbHbIX C Pa3/INYHOK NaTosormen
" B rpynne cpaBHeHUs

roP Cungpom daHkoHu | XBI1 OcTteonopos pynna cpaBHeHUs
CpenHee 73,1** 141,5** 613,71** 106,6** 22,9
MuHUMym 40,0 34,2 20,1 61,6 5,9
Makcrmym 125,7 302,6 6230,7 147,7 54,3
CT. OTKJI. 26,7 101,8 1016,6 39,6 20,1

Mpumedanune. FTOP - runodocdaremmyecknin paxut, XBIM - xpoHnyeckas 60ne3Hb no4ek, **otnm4yme ot rpynnsl cpaBHeHus npu p<0,01.

Ka3aJI1 YETKOU CBS3H, TAKXKE HE BBISIBICHO KOPPEJLNI
Mexay yposaeM FGF-23 u 1030ii u M TEIHHOCTHIO
3aMECTUTENBHON Tepanuu npenaparamu dGocdopa.

400,00

p<0,01*

300,00

200,00

p<0,01*

FGF-23 (pg/ml)

100,00+

Mpynna cpasHeHus

0,00+

T - T T
Mnocpocatemuueckuin CUHApPoOm Ocreonopo3s

paxut DaHKoHU

Puc. 1. YpoeHb FGF-23 y neteii ¢ HopmanbHO PyHKLIMEN NOYEK.

B rpynne gereii ¢ cunagpoMoM PaHKOHU TAKKE Bbl-
sIBJICHA HeTaTUBHAs B3auMocCBs3b FGF-23 ¢ ppakimon-
HOM SKckpenmeit pocdopa (r=—0,708, p<0,05), a Taxke
MMO3UTHBHAS C CBIBOPOTOUHBIM (pocdaTom (r=0,843,
p<0,05). Koppemnsmuii mexty ypoBHem FGF-23 u no-
30 WIN JJIUTENbHOCTBIO 3aMECTUTENBHON Tepanuu
npenaparamu dhochopa He HalIEHO.

V nereit ¢ XBI1 C3-5 cranuu BEIBICHA KOppEs-
st Mexy pacaetHod CK® mo gpopmyne IBapua n
ypoBHeM FGF-23. Takxe BBISBIEHBI 3HaUNMBIE Pa3-
mmaus B ypoBHe FGF-23 y nereii ¢ pa3apIMu cTagussMu
XBII. Tak, ypoenb FGF-23 B rpynme XBIT C4 u XBI1
C5 cragmit 0BT MOCTOBEpHO BEIIE, YeM Tpu XbII
C3 craguum (462,6 n 163,8 nr/MJI COOTBETCTBEHHO,
p<0,01). [Ipu XBII C5 cragnu noxy4deHsl Hauboee
BbIcOKHe 3HaueHHs] FGF-23 (Berme 6000 rr/mi), HO
3HaYUMBIX pa3muunii ¢ XbI1 C4 ctaguu He BBISIBICHO

(puc. 4.).
I[Mpu npoBeieHHH KOPPEISIIIMOHHOTO aHAITH3a BBIsB-
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1200,00-
p<0,01*
1000,00

800,00

600,00

FGF-23 (pg/ml)

400,00+

200,00

0,004

T T
XpoHuyeckas GonesHb novek [pynna cpaBHeHWs

Puc. 2. YposeHb FGF-23y neTein co CHukeHHon CK®D B cpaBHEeHUN
CO 3[0POBbIMU AETbMMU.

140,00

r=0,708
p<0,05

120,00

)
o
o
[=}
?

80,004

FGF-23 (pg/ml

60,00

40,004 [

30,000 40,000 50,000 60,000 70,000

®pakunoHHas akckpeums PO4 (%)

10,000 20,000

Puc. 3. 3aBucMMOCTb GpakuMOHHON 3Kckpeuun docdopa oT
ypoBHs FGF-23 npu runodocdaremMmyeckom paxure.

1200,00
p<0,01*

1000,00

800,00+
p<0,01*

600,00+

FGF-23 (pg/ml)

400,00+

200,00+

0,00+

T
3 4 5
Cragus XBIN

Puc. 4. YposeHb FGF-23 npu XBIT C3-5 cTagnii.
* p<0,05 B cpaBHeHuu ¢ XBIN C3 ctaguu.
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JieHa B3auMocBs3b Mex ity CK® (o hopmyie LlBapiia)
u ypoBaeM FGF-23 (r=-0,678, p<0,01) (puc. 5).

B rpynne gereil co CTEpOUIHBIM OCTEONOPO30M
He BbIsABIIEHO KoppensaunonHoit cBsa3n FGF-23 nu ¢
OJHUM U3 HUCCICAOBAHHBIX OMOXMMUYECKHUX U PCHT-
IEHOJIOTMYECKUX MOKa3aTelIeH.

OBCYXAEHUE

[Tony4yeHHBIE JOCTOBEPHO BHICOKHE 3HAUCHMUS
iFRF-23 B chiBOpoTKE ¥ OONBHBIX € Pa3THYHOH MMaTo-
JIOTHEH TIoYeK MO3BOJISAIOT MPEIoiararb ero yyactue
B [TaTOT€HEe3e MUHEPAIbHBIX HapyIIEHHUI, B TOM YHCIIe
Y TIPU TAKUX OTHOCHUTEJIFHO PEIKUX 3a00/IeBaHUSX, KaK
runodocaremuueckuii paxut u cHHIpoM DaHKOHH.

Bricokuit yposenb iIFRF-23 u ero koppensiuon-
Hasl CBSI3b, BBISIBJICHHBIC TIPH TUTIO(OChaTeMIuecKoM
paxure, B HallleM HCCJIEOBAaHUH TOJHOCTHIO COOT-
BETCTBYIOT JIAHHBIM UCCJICJIOBAaHUH, OITyOIIMKOBAHHBIX
panee [16], u qoka3eiBaeT, uto FGF-23 B3anmocssizan
C YBEJIMYEHUEM MOYCUHBIX 1TOTeph pocdopa.

Hamm nannsie 06 ypoBus FGF-23 npu cunnpome
DaHKOHH CBHUJICTEIBCTBYIOT O €r0 Y4aCTHH B MaTOre-
HE3€ MUHEPAJIbHBIX U KOCTHBIX HapyllIeHUH. B enun-
CTBEHHOH paboTe, OIyOIMKOBAHHOM Ha CETOMHSATITHII
JieHb, Kacatomieiicst yposHs FGF-23 mpu cunnpome
®DaHKOHH, OBUTH TTOJyYEHBI MTPOTHBOIOIOXKHBIE pe-
3ynbTaThl — y OonbmuHCTBA nanueHToB FGF-23 B
CBIBOPOTKE KPOBH He ObLI NoBKIIIeH [39]. BosamoxHO,
9TO CBS3aHO C TEM, UTO cpean 16 06cIe10BaHHBIX ObLTH
OJTHOBPEMEHHO JIETH U B3pOCIble OONbHBIE (BO3pacT
ot 1 romga 10 75 ner), u OOJBIIMHCTBO M3 HUX HE I10-
mydanu poranuio Gocdopa (13 u3 16), B To Bpems
KakK B Haleil paboTe Bce MalueHThl YKe HaXOIUINCh
Ha Tepanuu Gpocharamu. MoKHO mipeanonararb, 4o

1200,004

o r=-0,678
p<0,01

1000,00+ ° o

800,00

600,00

FGF-23 (pg/ml)

400,004

200,004

0,00

0 10 20 30 40 50 60
CK® no copmyne Lsapua (Mn/mMuH)

Puc. 5. Bzanmocssasb ypoBHsa FGF-23 o1 CK® no ¢dopmyne LLsap-
ua npu XbIN C3-5 ctagun.
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HWMEHHO TpHeM npenaparos Gochopa B COUCTAHUU C
AKTUBHOMW Tepanueil aabhakaablUI0I0M U SBISCTCS
npuunHoi moseimenuss FRF-23, o yem xocBeHHO
CBUJIETEIBCTBYET JOCTOBEpPHAs KOPpPEIAIUOHHASL
B3aUMOCBSI3b ¢ YpoBHEM (ocdopa KpoBH (HeCMOTpS
Ha COXPaHSIOIIYOCS TUIIOPochaTeMuio).

B rpynmne pereit ¢ XbII C3—-5 craguu nomy4yeHsbl
JTAaHHBIE, TTOJTHOCTHIO COOTBETCTBYIOIINE MOCIECAHUM
HCCIIeI0BaHUAM, TPOBEACHHBIM Y B3POCIBIX IMallH-
eHTOB: ypoBeHb FRF-23 3HaunTEIHHO MOBBIMIACTCS
o mepe cHmwkeHnss CK®. MoxxHO yTBep»,AaTh, 4TO
FGF-23, xak 1 y B3pocCIIbIX OOJIBHBIX, B UHUCIIE MPOYNX
(haKTOPOB OTBETCTBEH 32 Pa3BUTHE «PEHAIBHON OCTE0-
qucTpodum» y neteil. B 3agaun Harero nuccieaoBaHus
He Bxoauia onenka FGF-23 kak mpenukTopa pa3BuTus
CepJIEYHO-COCYAHNCThIX OcioxHeHn. OHAKO COOT-
BETCTBHE HAIIUX PE3YyJIbTAaTOB JaHHBIM, [TOTYyYECHHBIM
y B3pOCIBIX, TPeOyeT U3yueHHs JaHHOTO BOTIPOCA.

Bricokne xonnentpaunu FRF-23 npu crepoun-
HOM OCTEOIOpO3e, ¢ TOUKH 3PEHHS MaToPU3HOI0-
UM, He UMeIoT oO0bscHeHusd. [IpumeuarensHo, 4ToO,
HecMOTps Ha BeIcokue 3HaueHus FGF-23 y nmereit ¢
OCTEOTIOPO30M, HU Y OJJHOTO U3 OOJIbHBIX HE BhISBIIE-
HO TIOBBIIIECHUS (PaKIMOHHON dKcKpenuu (ocdopa
u runopocdaremuu. OTcyTCTBUE KaKOH-THOO CBSI3H
¢ OMOXMMHYECKUMHU TOKa3aTesIMU MUHEPATBbHOTO
obMeHa TpebyeT naapbHEHIIero n3ydeHus JAHHOTO BO-
rpoca. Mo)KHO Npe/inoiararhb, YT0 BHICOKHE 3HAYSHUS
obycnoriensl crumyssiiueit cuare3a FGF-23 crepo-
WHBIMU TOPMOHAMH U TIPHEMOM ajb(aKalblUI0Ma.
OnHako MBI HE BBISIBUIIM B3aMMOCBS3U HH C J030i U
MIPOJIOJKUTENIBHOCTBIO CTEPOUIHON Tepanuu, HU ¢
J10301 aJib(hakaIbIkI0Ia.

SAKJTIOMEHUE

Pesynbrarsl Hamieil paboThl CBUAETEILCTBYIOT O
BoBneueHnr FRF-23 B marorenes MuHepaibHbBIX HApy-
HICHHUH Yy JIeTel He TONbKO MpH runodocdareMmdeckom
paxuTe, Kak ObIJIO TOKa3aHO paHee, HO U TP CHHIIPOME
dankoHu Ha poHE 3aMecTUTENbHOM Tepanuu Gocda-
TaMH U [IPY CTEPOUIHOM OCTeoopose. YpoeHb FRE-
23 gocToBepHO MoBkImaeTcs o Mepe cHkeHuss CKO,
jpocturas MmakcumyMma npu XBIT 5 cragun.
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CUHOPOM: MEPBbIN POCCUCKNIM OMbIT ANATHOCTUKW U TEYEHIA
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OBSTETRIC ATYPICAL HEMOLYTIC UREMIC SYNDROME: THE FIRST
RUSSIAN EXPERIENCE OF DIAGNOSIS AND TREATMENT
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PEDEPAT

ATUNNYHBIN rEMONUTUKO-ypeMundecknin cuHgpom (alryYC) B 12-31% cnyyaeB cBsizaH ¢ 6€peMeHHOCTbIO N POoAaMu U MO-
XEeT onpeaensaTb NPOrHo3 kak MaTtepu, Tak u pebeHka. LIE/Ib. AHann3 KNMHNYECKUX NPosiBNeHNn, 0COOEeHHOCTEN TeHEHNS 1
ncxonoB akywepckoro alYC. MALUMEHTBI U METO/bI. C 2012 no 2015 . Habntoganuck 17 nauneHTok B Bo3pacTe oT 19 oo
38 nerT, y koTopblx al'YC pa3Buscs Bo Bpemst 6epeMeHHOCTM Unn HenocpeacTBeHHO nocne ponos. PE3YJ/IbTAThI. Pa3Bututo
al'YC npeplecTtsoBanu, NpenMyLLECTBEHHO, Npeaknamncusa n/wnm HELLP-cnHapom n apyrme akylepckme OCNOXHEeHUS,
anapes. Bce naumeHTKM Menu nNosiHbIi CUMMTOMOKOMIMJIEKC TPOMBOTUYECKo MukpoaHrnonatum (TMA): pe3koe CHUXeHne
YpPOBHS remornobuHa (67,7 = 15,9 r/n) c npusHakaMm MMKPOaHrMonaTn4eckoro remMonunaa (noebileHne yposHsa JIA 2737,3 £
3276,7 EO/n, wn3ountos), TpomboumToneHmio (55,9+30,9 Teic. B 1 MKJ1), OCTPOE NOBPEXAEHME NOYEK (TMNepKpeaTUHMHEMMS
447,6 £226,7 Mr/an, onurypus unv atypus). Y 60/bLWINHCTBA NaumMeHTok (82%, 14 n3 17) BnepBble 0OTMeYeHa apTepuranbHas
rmnepTeH3us. Y Bcex naumeHTok TMA Hocuna CUCTEMHbIN xapakTep: NpuaHaky rnopaxeHus nedyenun, LLIHC, nerkmx nmenn
73% xeHWwmH (1313 17), cepaua — 41% (7 n3 17). Npu aHanu3se TedyeHns al'YC B 3aBUCUMOCTU OT CPOKOB 6epeMeHHOCTN Ha
MOMEHT pa3BUTUS 3a60/1IEBAHMS KIIMHNKO-NabopaTopHbie nokasaTeny Obuin 6051ee TAXENbIMUN Y XEHLLMH C MaHudecTaLmel
al'YC B lll TpumecTpe 1 nocne ponos. JleyeHne cocTosNo, NPEUMYLLLECTBEHHO, N3 Naas3MoTepanum B pexmmax nHdysumia
CcBeXe3aMOopOXeHHOM nna3mbl 1 nnazmoobmeHa (14 ns 17, 82%), cemu naumeHTkam Oblf10 HA4YaTo NIevyeHne 3KyImM3ymabom.
MaTepuHckas cMepTHOCTb cocTaBuna 29%. SAKJTIKOYEHUE. Akywepckuia al'YC xapakTepusyeTcs pa3BuTmemM noiMopraHHom
HeJ0CTaTOYHOCTN y 6OIbLLUMHCTBA NauneHToK. PassuTuio al'YC npealecTByioT pasfimyHbie KOMMIEMEHT-aKTUBUPYIOLLNE CO-
cTOsIHMSA. [10-BMANMOMY, YTO MIMEHHO OCNOXHEHNs 6EPEMEHHOCTU, a He caMa 6epPEeMEHHOCTb per se, ABAFITCHA TpUrrepamm
al'YC y XEeHLLUWH C reHeTU4Yeckon NpeapacnosioXXeHHOCTbIO K ero passBuTuio.

KnioueBble cnoBa: TpomMO0oTUYECKAs MUKPOAHIMoNaTus, aTUNNYHbIN FEMONUTUKO-YPEMUYECKNI CUHAPOM, 6ePEMEHHOCTb,
npeaknamncusa, HELLP-cnHgpom.

ABSTRACT

Atypical hemolytic uremic syndrome (AHUs) in 12-31% of cases is associated with pregnancy or delivery, and may determine the
prognosis of both mother and child. AIM: Analysis of clinical manifestations, features of course and outcomes of obstetric aHUS.
PATIENTS AND METHODS: From 2012 to 2015 were observed 17 patients aged 19 to 38 years, in whom aHUS developed during
pregnancy or directly after delivery. RESULTS: The development of aHUS was preceded by a mainly preeclampsia and/or HELLP
syndrome and other pregnancy complications, diarrhea. All patients had complete symptom complex of thrombotic microangio-
pathy (TMA): sharp decrease of hemoglobin level (67,7 + 15,9 g/I) with signs of microangiopathic hemolysis (increased LDH levels
2737,3 £ 3276,7 U/, schistocytosis), thrombocytopenia (55,9+30.9 thousand in mcl.), acute kidney injury (hypercreatininemia
447,6 +of 226.7 mg/DL, oliguria or anuria). Most patients (82%, 14 of 17) had first time mentioned arterial hypertension. In all
patients the TMA was of a systemic nature: the signs of damage of liver, central nervous system, lungs had 73% of women (13 of
17), heart — 41% (7 of 17). In the analysis of flow aHUS depending on the stages of pregnancy at the time of the disease develop-
ment clinical and laboratory parameters were more severe in women with manifestations of AHUs in the third trimester and after
delivery. Treatment included plasma exchange and/or plasma infusions (14 of 17, 82%) with following Eculizumab treatment in 7
patients. Maternal mortality was 29%. CONCLUSION. Obstetric aHUS is characterized by the development of multiple organ failure
in most patients. Development aHUS preceded by various complement-activating state. It seems that complications of pregnancy,
not the pregnancy per se, are triggers of aHUS in women with a genetic predisposition to its development.

Key words: thrombotic microangiopathy, atypical hemolytic uremic syndrome, pregnancy, preeclampsia, HELLP-syndrome.
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BBEAEHUE

Cpeny mpuyYuH Pa3BUTHA OCTPOTO MOBPEXKICHUS
rrouek (OIIIT) y 6epeMeHHBIX, KOTOPOE TO-TIPSKHEMY
0CTaeTCcs OAHON U3 TPUYMH MaTepUHCKON CMEPTHOCTH
B Pa3BUTHIX CTpaHaX, BeIyIIeH ABISETCS TPOMOOTH-
geckast Mukpoanruomnarus (TMA) [1,2].

IIpwawnasr pa3zsutus TMA Bo Bpems OepeMeH-
HOCTH MHOTroo0Opasubl. Knaccmdeckum mnpuMepom
akymepckoit TMA cuuraercss HELLP-cunapowm, oa-
HaKo, Hapsaxy ¢ HuM, TMA Bo BpeMsi OepeMEeHHOCTH
MOXKET OBITH 00yCIIOBIICHA TPOMOOTHYECKOU TPOMOO-
nuToneHndeckoit mypmypoit (TTII) um arumuIHBEIM
TEMOJIMTHKO-ypeMudeckuM cuaapoMoM (al 'V C), ko-
TOpBbIE, HE ABIAACH CIEH(PUICCKUMHA aKyIIEPCKUMHU
OCJIO)KHEHHUSIMH, MOTYT OIPENIESATh MPOrHO3 MaTepu
u pebenka. [Ipu ectectBennoMm Tedennu al YC u
TTII umerotr kpaliHe HEOIATONPHUATHBIA MPOTHO3,
OTJIIMYAIOTCS BEICOKOM JIETANBHOCTHIO, B TO BPEMS KaK
CBOEBpPEMEHHAsI TMarHOCTHKA U aICKBATHOE JICUeHNE
MTO3BOJISIOT JTOCTHTHYTH MOJTHOTO BOCCTAaHOBJICHUS
310pOBbs MarueHTok. OTHaKO B HACTOAIIEE BpeMs
9TOMY TPETSITCTBYEeT HEAOCTAaTOYHAsT WHPOPMHUPO-
BaHHOCTb Bpauell pa3HbIX CHENUATBLHOCTEN, B TIep-
BYIO 04Yepeab HePPOIIOTOB U aKyIIEPOB-THHEKOJIOTOB,
00 3TOi Tpymnme 3ab0aeBaHUN, 0COOCHHOCTIX H
XapaKkTepe WX TEYeHHS BO BpeMs OepeMEeHHOCTH U
B paHHEM MOCIEPOIOBOM Tepuoje. BoT modemy nx
M3y4eHNe MPUMEHHUTEIFHO K aKyIIepCKOH MpaKTHUKe
CTaHOBUTCS CEroJiHd MEepPBOOUYEPEIHON 3ajauci,
perieHne KOTOpOoi MO3BOJIUT U3MEHHUTH IIPOTHO3, CO-
XPaHUTB KU3HU OOIBIIOMY YHCITYy MOJIOBIX KEHIINH
1 UX TIOTOMCTBY.

B nocnennue ronbl Bce Oomblliee BHUMaHUE TIPH-
Biekaet al Y C, IpeICTaBIITIONTHI COO0H XPOHUIECKOE
CHUCTEMHOE 3a00JIeBaHNE TeHETUIECKON TPUPOBI, B
OCHOBE KOTOPOTO JIEKHUT HEKOHTPOIHpyeMas aKTHBa-
1Sl aTbTEPHATHBHOTO MYTH KOMILIEMEHTA, BeIyIas
K TeHepaln30BaHHOMY TPpoMO00Opa30BaHUIO B CO-
Cyax MUKPOIHMPKYISTOPHOTO pycia (KOMIUIEMEHT-
OTI0CpeI0BaHHAs TPOMOOTHIECKAs MUKPOAHTHOTIATHS )
[3-5]. OgHako coBpeMeHHas KOHIICTIINAS Pa3BUTHS
al'YC paccMaTprBaeT reHeTHICCKIE My TAIlH KaK He-
00XOIMMBIH, HO HEOCTATOYHBIA KOMITOHEHT IS pa3-
BHTHS ITATOJIOTUYECKOTO MPOIecca — IS pean3anun
TeHeTHYECKOI MPeIpacioiIokeHHOCTH HeoOXxonuma
JIOTIONTHUTENTbHAS aKTUBAIUS CHCTEMBI KOMILIEMEHTA,
KOTOpasi BOSHUKAET MPH IENOM psizie 3a00eBaHuil 1
cocTostHUH [6, 7]. OMHIM W3 MOIIIHBIX KOMITJIEMEHT-
AKTUBUPYIOIINX COCTOSTHUHN SIBIISIETCS OEPEMEHHOCTb.
ITo maHHBIM 3apyOeIKHBIX HCCIICIOBAHMIA, Ha €€ OO
npuxogutcss 7% B CTPYKType HNPUUYWH Pa3BUTHSA
al'VC [4]. CoOcTBeHHAs pPOCCHIICKas CTaTHCTHKA B
HACTOSIIIee BpeMsl OTCYTCTBYET, YTO, B IIEPBYIO OYe-

penb, 00yCIOBICHO yKE YIOMSIHYTOW HETOCTATOTHON
UHGOPMHUPOBAHHOCTBIO CIICIIMATUCTOB.

B cBs131 € 3THM 11€J16F0 HACTOSIIIIETO UCCIICTOBAHUS
crajao 00001IeHne cOOCTBEHHOTI0, ITOKA HEOOIBIIIOTO,
OTIBITA JUATHOCTUKY M JieueHus akyriepckoro al'YC.

NMAUMEHTbI U METOAbI

C 2011 mo nexabpp 2015 T. BKIIOUUTEIBHO MBI
OBLTM TpPUBIIEYEHBI B Kaue€CTBE SKCIEPTOB K BeJle-
Huto 17 manuenTok ¢ akymepckum al'YC B pasHbIX
pernonax Poccuiickolt @enepannu. IT0 MO3BOINIO
HaM TPOaHAIU3UPOBATh KIMHUYECKHE MPOSIBICHUS,
0COOCHHOCTH TEUCHHS W MCXOJbI 3a00NeBaHus, pa3-
BHBIIIETOCS] HAa Pa3HBIX CpPOKaX OEPEMEHHOCTH U IIO-
cie poaos. CienyeT OTMETHTb, YTO Bce 17 JKEHIIHH,
BKJIFOYEHHBIX B MCCJIEIOBaHUE, 10 Pa3BUTHUS OCTPOH
aKyIIepCKO CUTyaruu ObUTH 370pOBEL. HU y omHo#
W3 HUX He OBUIO B aHaMHe3e 2130108 TMA.

Juarno3 al'YC Bo Bcex cityyasix ObL1 yCTaHOBJIECH
MPWKU3HEHHO HAa OCHOBAHUHU COYETAHUSI MHUKPO-
AHTMONATUYECKOW T'eMOIUTUYECKON aHEMUHU, TPOM-
o6onuronenun u OIIIl mpu UCKIIOYEHUU APYTUX
«HEaKyIIepCKUX» MPUYHMH pa3BUTHSA ocTpoit TMA:
TTII, karacrpoduyeckoro antudocoaunuIHOrO
cunapoma (KADC).

CrarucTuyecKuii aHaJIn3 JaHHBIX BBITTOTHSIIH C HC-
MOJIH30BAaHMEM TaKeTa MPUKIIaTHBIX CTAaTUCTHYECKUX
nporpamm «Statistica v8.0 StatSoft Inc» (CILA). [Tpu
CTaTHCTUYECKONW 00paboOTKe JAaHHBIX PACCUUTHIBAIN
CpeaHNe 3HaYCHUS U CTaHJapTHBIE OTKIOHEHus. [laH-
HBIE TIPEJICTABIICHBI TP HOPMAJILHOM paclipeefeHIN
B BUJIC CPEJHETO apH(PMETHUECKOTOECTAaHIaPTHOE
otkioHeHne (M+SD), mpu acCHMMETPUYHOM — B BUJIE
MeJlnaHa ¥ MHTEPKBapTHIIBHBIN pa3Max (Me, 25% kBap-
THIb; 75% KBapTWIIb). 17151 CpaBHEHSI KOJTMYECTBCHHBIX
JTAHHBIX MCTIONb30BaNu t-kputepuii Cteionenta. OueH-
Ky CHJIBI CBA3H MEXX/TY KOINYECTBEHHBIMU IPU3HAKAMU
MIPOBOJIMIIA C TIOMOIIBIO KO3(D(HUIIMEHTA KOPPEIISILUN
(r) Iupcona. HyneByto cTaTUCTUYECKYIO TUIIOTE3Y 00
OTCYTCTBUU pa3INUUi U cBsi3eit orBepraiu npu p<0,05.

PE3YJIbTATbI

B 1abn. 1 mpuBeneHa XxapakTepUCTHKA MAIICHTOK
Ha MOMEHT MOCTaHOBKH JINATHO3A.

Bozpact GonpHBIX BapbupoBai oT 19 mo 38 ner,
COCTaBJIsIs, B cpenneM, 26,8 = 7,4 romga. Y 8 maruen-
TOK (47%) HacTosIIasi OEPEeMEHHOCTh ObLIa TICPBOH,
y 9 (53%) — moBTOpHOH. Y MAITMEHTOK IMOCIETHEH
TPYIIIBI IPEAIESCTBYIONINE OepeMEHHOCTH POTEKAIH
(U3HOIOTHYECKH, 3aBEPIIUBIINCH CPOYHBIMU POJIAMH
C POXKJICHUEM 3/I0POBBIX JIE€TEH.

Cpoxu paszsutus al' YC BapeupoBanu ot 18 Hex
OGepeMeHHOCTH 110 8 ¢yT mocJe ponoB. Pazsurue al' YC
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B TPaJUIIMOHHBIE I JAHHOM MaTOJIOTHH CPOKH (T10-
CJIepOI0BO# Tiepro) Habmoaanoch y 6 u3 17 (35%)
nmanueHTok. Eme y tpern xenmuH (6 uz 17, 35%)
al'YC manudectuposan B III Tpumectpe B cpoku
oT 29 no 37 Hex 6epeMEHHOCTH KIIMHUKON TSKEIIOM
npeakaamrncud (113), 4To mocmyXuio mpuarHOM rpe-
KAEBPEMEHHOTO POJIopa3pelIeHus B TeueHue 48 4 ot
Haydaja 3a00JieBaHuUs, KOTOPOE, OHAKO, HE TPUBEII0
K YAYYIIEHHUIO COCTOSHUS pofwibHull. Harmportus, y
BCEX HUX MOCJIE POJOB COCTOSIHHE PE3KO YXY/AIINIOCh.
Y 5 u3 17 xenmun (30%) al'YC neGrotupoBai B
OoJyiee paHHHE HE XapaKTepHBIC M 3TOro 3abore-
BaHMsI cpoku OepeMeHHOCTH — BO Il Tpumectpe Ha
18-26-if Hen rectanuu. Ha ocHOBaHWU yKa3aHHBIX
CPOKOB MBI pa3JIeJIUIIN BCEX MAIlMeHTOK Ha 3 TPYIIIIbL:
¢ pazsutueMm al' YC Bo Il Tpumectpe — 5 KeHIIUH
(1-s rpynma, al'YCII), B III Tpumectpe — 6 xeHIIUH
(2-s rpynma, al'Y CIII) u mocne pojoB — 6 MaMeHToK
(3-s rpynma, al'YCIIP). Ognako, mpuHUMas BO BHU-
MaHHe TPaJHIMOHHBIE cpoku MaHupecTammu al'yYC
HEIMOCPECTBEHHO Tepe] poJaMy U B paHHEM IOCJIe-
POZIOBOM TEPHOJAE, IS TPOBEACHUS CTATUCTHIECKOTO
aHanM3a Mbl OOBEIUHWIH JBE MOCIETHUE TPYIIBI B
OITHY OOIIYIO.

Pazsuruio al'YC npenmectsoBanu: B 1-if rpymrie,
MIPEUMYIIECTBEHHO, muapes (3 u3 5 manueHTok, 60%);
BO 2-ii rpymme — B 100% ciy4aeB yxke ynomsinyTas [19,
KOTOpast y 3 MareHTOK OCIOKHUIIACh Pa3BUTHEM KO-
BOTEUECHHS B Pe3yJIbTaTe OTCIOWKH IUIAIICHTHI (B OTHOM
CIIydac) U OIepaluy kecapeBa cedueHus (y 2 KCSHIINH);
eme y 1 u3 6 manuentox (16%) 6pu1a auapes. B 3-it

rpynne pa3sutuio al'YC mpeamiecTBoBaIu pydHoe
OTJIeJICHHE TUIAICHTHI (Y 2 MalMeHTOK ), OTIepalus Ke-
capeBa ceueHus (y 1 marueHTKu ), OTCI0NHKA TUTAIICHTHI,
OCJIOKHUBIIAsICA KpoBOTeUeHHEM (y 1 JKeHIIWHBI), U
nuapest (1 ciaygait). O0beMBI KPOBOIIOTEPH COCTaB-
sstma ot 1000 mo 3500 mut. TpeM poawiIbHALIAM H3-3a
MPOJIOJDKAIOIIETOCS KPOBOTEUEHHSI ObLIa MPOBE/ICHA
IKCTHUPIAIHS MATKH.

Bce nmanueHTKd MMeNu MOJHbIA CUMITOMOKOM-
wieke TMA (puc. 1, Ta0m. 2).

VYV Bcex (100%) oTMedanoch pe3koe CHUKCHUE
YPOBHS T€MOIIIOONHA, IPUYEeM TsKeslas aHeMus pas-
BUJach U 'y 6 pomwibHMIL 2- U 3-i1 TPy, HECMO-
Tpsi Ha HeOOJIbIIONH 00beM KpoBomoTepH (He Ooliee
500 mi). YpoBens remorioouna (HB) BapbupoBai ot
32 no 102 r/m, cocraBus, B cpeaHem, 67,7 = 15,9 /.
Bo Bcex ciydasx HalIM4Yue MUKPOAHTHOIIATHYECKOTO
remosn3a (MAI'A) OBIITIO TTOATBEPHKACHO BBICOKHM
ypoHem JIJII" (2737,3 £3276,7 EJ1/n) ¢ koneOaHusIMHU
ot 520 no 12 484 EJ1/n. l'anrroriioOuH ObLT ONIpe/ieiieH
TOJIBKO Yy OIHOM MallMEeHTKH (CHUKEH), HMIM30IUTHI
HCCIIENOBATINCH UMb ¥ 3 3 17 OONBHBIX U y BCEX
obutn yBenmuueHsl 10 0,3-0,7% (n — no 0,1%). Ilpu
aHanu3e 1o rpynmnam (tabm. 3) BeipaskeHHOCTE MATA
B 00BbCIMHEHHOH TPYIIE ¢ TPAJAUIIMOHHBIM HAYaJIOM
oka3zanack 6onpieil, yem B rpymme al Y CII.

Hecmortpst Ha 0TCyTCTBHE CTATUCTUYECKOTO Pasiin-
4usl, ypoBeHb HB B 3TOH nocie1He! TpyIe NpeBblia
TaKoBOH B 00benuHeHHOM rpytie (76,8 u 64,0 r/in), a
yposens JI/II, nanpotus, 6611 BTpoe Hike (1101,6 n
3480, 8 E/l/n, p=0,12). YpoBeHb ke OumupyOrHa OKa-

Tabnuua 1

KnuHunyeckas xapakrepmcTuka v ncxoabl NauueHToK ¢ aKywepcKkum alryc

lon, Ne |Bo3- |Cpokun KnnHunyeckme nposiBneHus lemaron. Neye- Mcxon
pacT | 6epemMeH- | Moyku Cepga- | Nler- | Me- LHC nposiBn. Hne
HoCcTH (OMH) ue Kne |4eHb (MATA, Tp-
(Hen) nexHuns)
2011 1 38 24 + + c3n Martb xunBa, pebeHoK XunB
2012 2 25 26 + + + + Cc3n Martb xuBa, pebeHoK ymep
2013 3 24 31 + + + + C3r, 9 | Matbymepna, pebeHoK Xu1B
4 30 24 + + + + + Cc3n Martb XxuBa, pebeHoK ymep
5 20 ne + + + + + ca3n Matb ymepna, pebeHOoK X1B
2014 6 19 26 + + + + + + Cc3n MaTtb ymepna, pebeHOK X1B
7 32 MnpP + + + + + C3r, 9 | Matb xuBa, pebeHoK X1B
8 22 18 + + + C3n Marb xuBa, pebeHok ymep
9 32 MneP + + + + + + c3n Matb ymepna, pebeHOK X1B
2015 10 |30 neP + + + + C3I1, 3 | MaTb xu1Ba, pebeHOK XnNB
11 |21 37 + + + + c3n Marb xuBa, pebeHOK Xu1B
12 |25 neP + + + + + C3MM, 3 | MaTbymepna, pebeHoK XunB
13 |27 29 + + c3n Marb xuBa, pebeHOK Xu1B
14 |34 34 + + + + Cc3n Martb XxuBa, pebeHok ymep
15 |23 MNP + + + + C3I, 3 | Matb xuBa, pebeHOoK X1B
16 |31 31 + + + + + C3I1, 3 | MaTb xu1Ba, pebeHOK XnB
17 |23 36 + + + + + C3r, 3 | Matb xuBa, pebeHOoK X1B

Mpumeuanune. MNP — nocne pogopa3spelueHus; C3MM — cBexe3amMopoXeHHas nnasma, 3 — akynm3ymab.
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Tabnuua 2
OcHoBHbIe nabopaTtopHble nokasatenu octpoit TMA y nauueHToK ¢ akywepckum alFyC
Ne |HB,r/n |Tp., 10%/n Cr, mkmonb/n | 146 EA/n | ACT, EL/n | ANT, EQ/N | Bunnpy6buH, mr/on | Miokoaa, r/n | ADAMTS 13
1 77 96 240 520 60 170 20 6,1 63
2 73 96 124 670 344 862 15 17 82
3 56 22 416 3063 98 47 75 5 -
4 89 56 577 843 23 14 14 6,9 60
5 71 24 448 1682 94 39 75 5,9 43
6 78 87 454 2475 219 193 22 6,0 -
7 77 35 470 12484 68 50 70 9,8 36
8 67 100 420 1000 66 168 14 6,5 -
9 122 39 236 8464 14 582 90 2,4 -
10 |72 18 1020 755 3170 1343 179 - 116
11 |57 51 260 820 235 160 278 14 56
12 |69 47 759 - 30 15 10 4,5 -
13 |67 125 610 702 10 8 5 4,1 53
14 |49 23 745 3500 171 144 16 5,5 93
15 |32 76 572 869 257 217 201 4,4 23
16 |62 16 150 3325 921 274 347 5,3 -
17 |54 31 234 2625 470 176 141 5,0 39

3ascst goctoBepHo Hiwke (17,0 u 118,9 mr/m, p=0,02).
Crnenyer OTMETUTh, YTO CaMbl€ BBICOKHE 3HAYCHHS
JIAI' m Hambonee BhIpakeHHAsh TPOMOOLIUTOTICHUS
OBUIN BBISBJICHBI Y IAIIMEHTOK, y KoTopbixX al Y C nedro-
tuposai nocie pogos (JIJII"4850,8 1 2339,1 u 1101,6
EJl/n B rpynmax al"YCIII u al'VCII cooTBeTCTBEHHO,
tpombonuTel 39,8 1 44,6 u 87,0 x 10%/m).

VY Bcex ManuMeHTOK OTMEYEeHA TPOMOOILMUTOICHUS
(cM. Tabxa. 3), mocToBepHO OOJice BBIpAXKCHHAs B
obwenuHenHoi rpymme (87,0 n 42,25 x 10%/m, p=0,01),
npudeM y Tpex skeHIuH (2 —u3 rpynmsl al YCIIP, 1 —
u3 rpymns al 'Y CIII) uncino TpoMOOIMTOB OBLIO HHXKE

30 x 10°/7. Cpentee 410 TPOMOOIMTOB Y MAIIMEHTOK
¢ akymiepckum al'YC cocraBuio 55,9+30,9 x 10°/1.
IlopaxxeHue modek BO BceX cilydasx ObLIO Ipes-
crasneno OIIIL, mpuuem y 10 manueHTOK OTMeYanoch
OBICTPO HapacTarollee MOBBIIICHHE YPOBHS KpeaTu-
HuHa B cbiBopoTke (CKp), onurypus uin a"ypus,
noTpeboBaBILre Hauaa jedeHuns remoauani3om (/1)
B CpPOKH OT 2 JI0 5 cyT oT AeOrota 6one3nu. Cpeanue
snauenusi CKp, He3aBucuMO 0T cpoka Jiebrora al'YC,
OBLIM MPAKTUYECKU OJIMHAKOBHI (M. Tabi. 3). V mo-
JIABJISIFOIETO OOJIBIIIMHCTBA MalueHTOK (82%, 14 u3
17) ormedena aprepuanbHas runeptensus (Al), XoTs

8
7
6
= LHC
5 W nerkue
ce e
A pAL
H ne4yeHb
3 B NOYKKH
2 TP-NeHWA
E MATA
1 T e e e e mee B e e B B e e e e B Be
O e e e
0 -— -— -— -— -— -— - - - -— -— L] -— - - - -
__-_'_-_'_-_'_-_'_-_'_-_'_-_'_-_'_-_'_-_'_-_'_-_'_-_'_-_'_-_'_-_'_-_|

10 11 12 13 14 15 16 17

Puc. 1. KnuHuko-nabopatopHas xapakrepucTunka 60nbHbIX ¢ akywepckmm al'YC. MNP — nocne pogopaspelleHmns, C3IM — ceexeszamo-

poXeHHas nna3ma, 3 — akynnaymao.
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NPOSIBNEHUN NPU akylwepcKoMm

al'YCnal'yYC B uenom (%).

LHC neyeHb cepaue

nerkume

MNOH

WaryC 0Oakywepckun al'YC (n=17)

710 pa3BUTHsI 3a00JI€BaHKS HU y KOTO U3 HUX HE peru-
CTPUpPOBAJINCH OABEMBI AJl, B TOM UnCIe 1 BO BpeMs
Oepemennoctu. B cpennem yposenb AJ] cocraBmi
165/100 mm pr. ct. bonee Huskue nudpser A/l HabO-
Januch y nanueHTok ¢ manugecranueit al' YC Bo 11
tpumectpe (150/100 MM PT. CT.), 4e€M B TpaJULIMOHHBIE
cpoku pazsutus al' YC (175/100 mm pT. cT.).

VY Bcex Hamux nanueHTok TMA Hocuia cuctem-
HBIM Xapaktep (puc. 1, 2): mpuU3HaKU MOpakKeHUs
neuenu, [THC, nerkux umenu 76% >xenmuH (13 u3
17), cepnua—41% (7 uz 17). Kpome Toro, y 4 xeHIIUH
(23,5%) oT™MeUeHO OCTpOE Pa3BUTHE CAXapHOIO JUa-
Oera, B IBYX Cly4asix ¢ KpaiiHe BBICOKHMHU MOKa3are-
asimu Tiimkemud (17 u 14 MmMone/n), y 3 manueHToK
BbIIBIIEHO 3po3uBHOe nopaxkenue KKT ¢ passuruem
KPOBOTEUYEHHUs, Y OJHOH — 3pO3UBHOE MOpakeHue
MOYEBOTO MY3bIPSL.

B nientom, 15 u3 17 manuenTok (88%) umernu 60J1b-
11I€ O/IHOTO FKCTPAPEHATBHOTO MOBPEXKAECHUS, IPUUEM
10 U3 HUX — 1O TPY BHETIOYEYHBIX NPOSIBICHUH U 00-
nee. CpeHee 4KCII0 MOpakeHHBIX OPraHOB COCTABUIIO
3,7. Takum 00pa3oM, HE BBI3bIBACT COMHEHUS HAJTUYNE
nojuopranHoi Hegoctarounoct (IIOH) y 6onpuimH-
CTBa MAIUEHTOK ¢ akymiepckum al Y C.

[Mopaxenune ITHC ObuIO MIpeaCcCTaBICHO TSHKEION
sHuedasonarueii, yrHeTeHeM CO3HaHUs, BILIOTH JI0
KOMBI, pa3BUTHEM I'€HEPaIM30BaHHOIO CYI0POKHOTO

curapoma. [lopaxenue cepaua B OONBIINHCTBE CITY-
YaeB MPOSIBISIOCH MPU3HAKAMH OCTPOH CepAeuHOI He-
JOCTAaTOYHOCTH € JUJIaTalen MoI0CTel, CHIKEHUEM
¢pakuun BeioOpoca no ganabM OXO-KI™ (MuHIMaTb-
Hoe 3HaueHue — 22%). Y ofHOM NallMeHTKH pa3BUIICS
OCTpBI MH(APKT MHOKapAa, BepUPUIUPOBAHHBIH
nanHbIMu OKI' 1 MOBBIIEHHEM YPOBHS TPOIOHHUHA.
Ero HexopoHaporeHHas npupoza Oblia MoATBEPkKICHA
Ha KOpoHaporpaduu OTCYTCTBHEM MaTOJOTHYECKUX
M3MCHEHHH B MArHCTPAIbHBIX KOPOHAPHBIX apTEPHSX.
ITopaxenue serkux umeno mecro 'y 76% (13 u3 17)
NalMEHTOK U B OOJNBLIMHCTBE CIy4aeB TPAKTOBAJIOCH
KaK OCTPBIH pecHUpaTOPHBIH IHCTPECC-CUHIPOM
(OPAC). Onnaxo, HapsiIy € MPU3HAKAMH OTEKa JICTKHX,
nporpeccupyomas AblxaTejabHas HeJOCTaTOYHOCTb
Moruia ObITh BbI3BaHA TAKKE MACCHBHOH JIBYCTOPOHHEH
MH(UIBTpael IETKUX, KOTOPYIO, KaK IPaBUIIO, TPakK-
TOBaJIM Kak MHeBMOHMIO. [lopaskenne medeHn ObLIO
NPEACTaBICHO MOBBILICHUEM YPOBHS TPaHCAMUHA3 U
OounupyOuHa, npudeM npu pazsutuu al YC B Oonee
MO3JHUE CPOKU IeCTallMH U MOCIEPOIOBOM MIEPUOIC
ypoBeHb ACT, AJIT 6but 3HaunTenpHO Bbime (ACT
304,5 u 1424 EJl/n, AJIT 406,9 u 281,4 Ell/n), a
OomnmpyOuHa — Ha mopsaok Boiie (118,9 u 17,0 mr/
JUI COOTBETCTBEHHO), YEM IIPU PA3BUTHH 3a00J1€BaHUS
Bo Il TpumecTpe.

HecMmortps Ha HecomHeHHBbIe Tpu3Haku TMA, nna-

Tabnuua 3

OcHOBHbIe 1abopaTopHble NoKa3aTenu B OCTPbIV nepuopg akywepckoro al'yYC B 3aBUcMMoCTH
oT cpoka maHudecTauum 3aboneBaHus

[MokazaTenb aryCll (n=5) alYCIll +aryCriP (n=12) p

femorno6vH, r/n 76,8 +8,0 64,0+17,1 0,46
TpombouuTbl, ThIC. B MKJT 87,0+£17,9 422 +31,1 0,01
KpeaTnHuH, MKMOSb/1 403,0 +128,4 493 £ 260,3 0,75
nAar, Eg/n 1101,6 +788,6 3480,8 £ 3729,7 0,12
ACT, EQ/n 142,4 £235,4 304,5+417,7 0,40
ANT, EA4/n 281,4+332,3 406,9 + 884,5 0,43
Bunnpy6buH, mr/on 17,0£3,7 118,9+112,6 0,02
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rHo3 al 'Y C ObUT CBOEBPEMEHHO (B CPOKH HE MO3THEE
3—4 cyT oT Hadaa MaHU(ECTAIMHT ) YCTaHOBJICH JIUIIb
TpeM nanueHTkaM. Y Tpex poamnsHull (18% ciayuaes)
al'YC oCIOKHUIICST CETICUCOM, YTO, O€3yCJIOBHO, 3a-
TPYAHWIO TUArHOCTHKY. B cpemHem 3amepikka B IO-
CTaHOBKE AMarHo3a cocTaBmia 25 cyT (MaKCHMaIbHO
1o 4 mec). B 6onpmmacTBe cinyyaeB (11 u3 17) nua-
rao3 al'YC OblT MOATBEPKACH MOCIE OIpe/eIeHus
aktTuBHOCTH ADAMTS 13, 103BONMBIIETO HCKITFOYHUTH
TTIIL INokazarenrn ADAMTS13 BapsupoBanu ot 23 10
116%, coctaBuB, B cpennem, 60,4% (pedepeHcHbie
3HaueHus B PO 80-122%). U3 11 narieHToK, KOTOPhIM
YIAJIOCh OMIPeNeTuTh akTHBHOCTE ADAMTS 13, nmumb
JIBOE€ MIMENTM €€ HOPMAaJIbHBIM YpPOBEHb, TOrJa KakK y
OCTaJIBHBIX 9 OH OBLT CHUKCH.

AHanu3 JeYeHHs MPEeACTaBIAT 3HAYNUTEIbHbIE
TPYAHOCTH, IOCKOJIBKY €IMHOTO MOJX0a K JISYEHUIO
akyuiepckoii TMA B Hameil cTpaHe 10 HaCTOSLIETO
BpEMEHHU He cyIecTByeT. [lmasMorepanus uConbp30-
Basiach He Y 100% OonpHBIX. Pexxum mnazmorepanuu
COCTOSUT B COUYCTAHUU HH(Y3UI CBEIKE3aMOPOKECHHOM
1a3Mbl B Majbix oobemax (250-500 mm, y 14 u3 17,
82,3% malMeHToK) U CeaHCOB IIa3Madepesa ¢ 00b-
emMoM 3Kc(hy3uH U 3amelreHus He oomnee 1,5 1 (12 u3
17,70,5%). Hu B ogHOM CciTy4dae He OBUIO TPOBEICHO
HU OJJHOTO CeaHca MOJHOOOBEMHOro IIa3Mo0OMeHa
(ITO). IMomumo MmIa3MoOTEepanuu, MaMeHTKaM Ha-
3HaYaJIUCh HU3KOMOJIEKYIsipHble renapunsl (HMI')
Y CUMITOMaTH4eckas Tepanus (aHTuOakTepuaibHasd,
JIe3UHTOKCUKAIIMOHHAS, aHTUTHITepTeH3uBHAs ). CeMu
MarueHTKaM OBUIO HadaTo JICUEHHE HKYITH3yMaOoM:
ciycts 2 mec (Ne 12), 1 mec (Ne3 u 7) u mocie cBo-
eBpeMeHHOM Bepudukaiuu aguaroza 1 Hem (NelO,
15-17) ot ne6iora al' YC. B pesynbrare Tepanuu
IKyNIN3yMaboM B HHIYKIHOHHOM peskume (1o 900 mr
npenapara 1 pa3 B Helen0 B/B B TeueHUe 4 Hem, Ha
nsaToi — 1200 Mr) y 4 manueHTok Obljia JOCTUTHYTa
KJIMHUKO-TTabopaTtopHas pemuccus al YC ¢ moiHbIM
KynupoBaHHeM Bcex mnposasieHnii TMA, BoccTaHOB-
JICHHEeM TeMaTOJIOTHYeCKUX IMoKa3areiel, pyHKuuu
MOYEK W JIPYTUX KU3HEHHO BaKHBIX opraHoB. OqHa
MAIMeHTKa Ha JAHHBII MOMEHT POJ0JKAET TepPartIo,
HO, HECMOTPSI Ha CTaOMIN3AIIUI0 TeMaTOIOTHYECKIX
rokasaresieil 1 HopMaau3anuio (GyHKIUU MOYeK, CO-
CTOSIHHE €€ OCTaeTCsl THKEIBIM. J[ByM marueHTkam nH-
JOYKIIMOHHBIN KypC 3aBEPIIUTh HE YIAIOCh: HECMOTPSI
Ha YMEHBIICHUE BBIPAKEHHOCTH TeMAaTOJIOTHYECKUX
nposeiennit TMA u camkenue CKp mociie mepBbIx
InByX MH(DY3HH Mpernapara, Y HUX COXPaHsUIUCh TpH-
3raku [IOH, 4To u cTano npuunHOi cMepTH.

N3 17 6onpHbIX ¢ akymepckum al YC ymepnu 5,
TakuM 00pa30M, MaTepUHCKasi CMEPTHOCTH COCTaBUIIA
29%. N3 5 ymepmux y omnHoii al'YC passmics Bo 11

TpUMecTpe, emie y onHoii — B Il Tpumectpe. Ocrass-
HBIE TPOE BXOIWIN B rpymiry nociepogoBoro al'VC.
Crnemgyer OTMETHTh, YTO BCE yMEpIIHE MaIllUeHTKH,
Hapany c OIIIl, umenu takxe mopaxenue L[HC,
4 — mopaxxeHHe JIETKUX, CTOJIBKO K€ — MOpakeHue
TeYeHH U 3 — rmopaxkeHue cepama. Takum odpazom, y
3TUX OOJNBHBIX OTMevanack Hanbosee Tsoxemnas [IOH:
CpeaHee YHCIIO0 MOPaXEHHBIX OPraHOB COCTABMIIO Y
HuX 4,2 1 3,5 y BbDKMBIINX. YMEpIINE MalueHTKN
HMMEJTA MEHBIIIEE YUCIIO TPOMOOIIUTOB B IeOI0TE 00JIe3-
Hu (43,8 u 60,2 THIC. y BBIKUBIINX) U 00Jiee BEICOKUN
ypoBenb JIJAI (3921 u 2343 EJl COOTBETCTBEHHO) TPH
OJIMHAKOBOM BhIpa)keHHOCTH a30TeMui (ypoBeHb CKp
462,6 u 468,5 MKMOJTB/T).

K coxanenwuro, ayrorncus mpoBejeHa TOJNBKO B 2
CIIydJasx, ¥ B 000MX TUarHo3 reuepann3zoBadHoil TMA
MOATBEPIKICH 0OHAPYKEHHEM MHO)KECTBEHHBIX TPOM-
00B B MEJKUX COCYJaX XU3HEHHO Ba)KHBIX OPTaHOB
(mouek, cepAra, roJIOBHOTO MO3ra, JETKUX, TIEYSHH).
buomncust mouku B ocTpoM mepuozie 3a00eBaHus He
MPOBOJMIIACH HUKOMY, YYUTHIBasI TSKECTh COCTOS-
HUS nanuenTok. OJHaKo ABOMM M3 HUX, Y KOTOPBIX
nuaraio3 TMA He ObIT CBOCBPEMEHHO YCTAaHOBJIICH,
HedpoOuorncus Obllla BHITIOJHEHA B KIMHHUKE WM.
E.M. Tapeesa, Kyna oHr ObUIH HaNpaBJIEHBI CIIYCTS 2
1 4 Mec 1mocie poaoB, COOTBETCTBEHHO, B CBA3H C CO-
XPaHSIOIUMHUCS TIOCJIE KYTTUPOBAHHUS OCTPOTO TU30/1a
MOYEYHON HEAOCTATOUHOCTHI0, MOYEBBIM CHHJIPOMOM
u Al. B o6oux ciyyasix BbIABIEHA THCTOIOTMYECKas
KapTHUHA HepPOCKIIEpo3a CO CKICPO3UPOBAHHBIMU I10
UIIEMHYECKOMY TUITY KiyOoukamu U (GpuOpo3om WH-
THUMBI apTEPHiA, BEYIIUM K 3HAYUTEIHHOMY CYKEHHUIO
mpocBeTa cocynoB. Kpome Toro, y 06enx marueHTOK
B HECKOJIBKMX apTepHOIax OTMEYEHO MYKOMIHOE Ha-
OyxaHne UHTUMBI. TpoMOBI B Kamyuispax KIIyOO4KOB U
MEJIKHX SKCTParIOMEepYIISIPHBIX COCY/IaX He 0OOHapyxKe-
Hbl. CoueTaHue KIMHUYECKHUX MPOsBIEHUI O0JIe3HN U
THCTOJIOTHYECKON KapTUHBI [TO3BOJIMIIO THATHOCTHPO-
BaTh MallMEHTKaM XpOHUYeCcKyto 0ose3Hb rmouek (XbIT)
4 u 5 cr. coorBercTBeHHO B ncxoxae OIIII.

YeTslpHaaIaTh 6€peMEHHOCTEH 3aKOHYHMITICH POXK-
JICHHEM >KUBBIX J€TeH, OTHAKO OJIMH U3 HOBOPOXK/ICH-
HBIX C ITyOOKOI HEZIOHOIIEHHOCTHIO YMep Ha 2-€ CyTKU
MOCJIe SKCTPEHHOTO ONEPAaTHBHOTO POIOPA3pEIICHUs
Ha cpoke 24 Hen OepeMeHHOCTH. AHTeHaTalbHas TH-
Oenb iona 3adukcupoBana B 3 cirydasx (Ha cpokax
rectaruu 18, 26 u 34 men). Takum 06pazom, mepuHa-
TaJbHast CMEPTHOCTH cocTaBmia 23,5%.

OBCYXAEHUE

Hacrosmee nccnenoBanue mpencTaBiIsieT coO0i
MIEPBYIO TMOMBITKY aHalIW3a OCOOCHHOCTEH M Xapak-
T€pa TCUCHHA, IOAXOA0B K AUAarHOCTHUKE U JICHCHUIO,
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HCXOJIOB JIJIsl MaTepeil M uX MOTOMCTBA MPH aKyIlep-
cxoM al'Y C B Poccwiickoit @eneparun. Jlo HexaBHETO
BPEMEHHU ATOT JUarHo3 OblT HEU3BECTEH MPAKTUKYIO-
LIUM aKyIiepaMm U, K COKaJIeHHI0, MaJlo U3BECTEH He-
(dpomoram. OHako B TeueHHE ocaeqHux 10 jeT mo
Mepe HakoruieHus 3HaHui 00 al'YC u TMA B 1ienom,
B TOM YHCJI€ U B aKyIIEPCKOH MpaKTHKe, U yay4lle-
HUS UX JUArHOCTHKHU C KaXIBIM T'OJIOM BO3pacTaeT
KOJIMYECTBO MAIMEHTOB ¢ BEPUPUIIMPOBAHHBIM JHa-
rHo3oM akytepckoro al'YC [7, 8]. DTy TeHACHIHIO
MTOATBEPKAAIOT U HAIIM JaHHBIC (cM. Tabm. 1): ecmu
B 2011 u 2012 1. amaruo3 al'YC ObL1 yCTaHOBJICH B
eIMHUYHBIX CiIy4asx, To HauuHas ¢ 2013 r., yucio
MalMeHTOK ¢ MPUKU3HEHHO BEPUPUIUPOBAHHBIM
JTMarHo30M TOCTENEHHO BO3pPacTalo, JOCTUTHYB 8 B
npomteqmeM 2015 r. Ecte ocHOBaHMA monararb, 4To
9Ta TEHACHIUA CO BpEMEHEeM OyIeT TOJIbKO YKpe-
waThes. K coxanenuto, ceronus al Y C B akytepckoit
MIPAKTHKE PEIKO TUArHOCTUPYIOT CBOEBPEMEHHO, UTO
HanpsAMYIO CBSI3aHO C HEJOCTATKOM 3HAHHUI O MUKPO-
AQHTHOTMATHYECKUX CUHIpOMaXx. Tak, y MOaBiIsIoIIero
6ompuuHCcTBa (14 M3 17) manmeHToK, BKIIOYEHHBIX B
nccnenoBanne, nuarao3 al'YC ObLT yCTaHOBIICH C 3a-
JEPXKKOH, MAaKCUMaJIbHBIA CPOK KOTOPOW cocTaBmi 4
Mec, U JIUIIb B 3 CIIy4asx — CBOEBPEMEHHO, B TEUCHHE
72-96 1 c MOMeHTa MaHHU(ECTAIINN 3a00JICBAHHSI, UTO
pHONMKAETCS K ONITHMAIbHOMY BPEMEHH ITOCTAaHOB-
KU IMarHo3a B TaKOW KPUTUUYECKOW CUTYyalluH, KaKyto
npenctapnser coboi akymepckuii al YC. Crnenyet
OTMETHUTb, YTO BO BCEX CIydasX, KpOME OHOTO, JHa-
rao3 al'YC ObL1 yCTaHOBJIEH BpayaMU-HE(DPoIoramu,
MPUIIAIIEHHBIMA Ha KOHCYJIBTAIIUIO B CBS3H C Pa3BH-
tuem OIII y pogunsHUIB! WM GepeMeHHON, TOCTIH-
TaJIM3UPOBAHHOM B OT/IEJIEHHUE MTAaTOJIOTHH POAUIBHOTO
JIoMa, ¥ JUIIh y ONHON mamueHTKu nauarnos al'yC
YCTaHOBWJIM aKyIlIEpHI.

Ananu3 TedyeHus 3a00JieBaHUS Yy MAIMEHTOK,
BKJTIOYEHHBIX B JaHHOE HCCJEI0BaHUE, MO3BOJIUI
YCTaHOBHTD, YTO OCOOCHHOCTSMU aKyIiepckoro al 'Y C
B Halleil Koropre OOJBHBIX SBUJINCH OTHOCHUTEIHHO
BhIcoKas gactora (30% cmydaeB) ero aedrora Bo Il Tpu-
MecCTpe TecTallui, HAINIHe TOTIOTHUTEIbHBIX, KpOMe
OepeMeHHOCTH, TPUTTEPOB aKTUBALIUHN KOMITJIEMEHTA Y
3HAUUTENBHOTO YUCIIA MAIMEHTOK, KaTacTPOPHIECKOE
passute TMA ¢ ObicTpeiM (opmupoBanrem [TOH
npu MaHudecTanuyu HE3aM0lTo Mepe] PojAaMu U B
paHHEM TMOCIIEPOIOBOM TEepHOe, HeOIaronpuaTHBINA
WCXOJ /I MaTepy (MaTepruHCKast CMEpTHOCTDb — 29%)
Y TIOTOMCTBa (MIepUHaTaIbHas CMEPTHOCTH — 23,5%).

B namewm uccnenoBanny 3aperucTprupoBaHa doee
BbIcoKast yactora al'YC Bo Il Tpumectpe Oepemen-
HOCTH, Ye€M B aHAJOTHYHBIX paboTax 3apyOeiHBIX
aBTOPOB, KOTOPBIE OTMEYAIOT MPEUMYILIECTBEHHOE
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(6osee uem B 75% ciiyyaeB) pa3BuTHE 3a00jeBa-
HUsS B mocieponoBom mepuone [7, 9]. Tak, uz 21
manueHTku ¢ akymepckuM al'YC, HabmromaeMbIx
F. Fakhouri u coaBT., TOJIbKO y YETBEPhIX 3200JICBAHNE
Manudectuponaio B I-II TpumecTpax, y ocTaabHBIX —
B CpPOKH OT 3 gHed mo 3 Mec mocie poaoB [7].
[Tpuuunoii Hanbomnee yactoro pa3sutus al 'Y C mocie
POZIOB MOXKET CTaTh yAalleHUE TUIAICHTHI, KOTOpast
npy GU3NOIIOTUIECKON OEPEMEHHOCTH 3allUIIeHa OT
KOMILJIEMEHT-3aBHCUMOTO ITOBPEKICHHSI TOKAILHBIMH
perymsitopabiMu Oenkamu — DAF (decay-accelerated
factor), MCP (membranecofactor protein) u CD59,
IKCIPECCUPOBAHHBIMY Ha IOBEPXHOCTH TpodobdiacTa
Y MHTUOMPYIOIIMMH KOMIUIEMEHT 33 CYET CHU)KCHHUS
akTuBHOCTH C3-KOHBEpTa3bl AILTEPHATHBHOTO TTYTH
[7, 10]. ¥ nmamumeHTOK ¢ HapyUIEHHOM peryiasuuen
atoro myTu Beneactsue mytanuii renos CHF, CFL,C3
u MCP Bo Bpemst 6epeMeHHOCTH (P PEKTUBHBIA KOH-
TPOJTb AKTUBAIIMN KOMIUIEMEHTA H JIOKAJTBHYIO 3aIUTY
TUIAIICHTHI 00eCTIeYnBacT, IIaBHBIM 06pazom, DAF [7].
OpHako 1mocie poJioB UMeloleecs: BocmajieHue, 00y-
CJIOBJICHHOE HAJIMYHEM OOIIMPHON paHeBOil MOBepX-
HOCTH B MaTKe, TIonaJlaHie B MaTePUHCKUI KPOBOTOK
KJIETOK ILI0/Ia, KPOBOTEUCHHE, MHDEKIHS Y HOCHTEIEH
MEPEUNCICHHBIX MYTAIlHi, BBI3BIBAET CHCTEMHYIO
aKTUBAIMIO aIbTCPHATUBHOTO IYTH KOMILJIEMEHTA,
YTO TIPU DIUMHHAIMH TIACHTHI, 00eCTIeYrBAaBIIEH
3(peKTUBHBIC 3aIMTHBIC MEXAHU3MbI, HEH30CKHO
JIOJDKHO TPUBECTH K paszuthio al'yYC nuMeHHo mocie
pomoB [7]. B Harmeii ske Koropre mamueHTOK B ATOT
nepuon al'YC nabmionancs Tonbko B 35% citydaes,
TOT/Ia KaK MOYTH y JBYX TpeTeid OepeMEHHBIX €ro
paszsutue npuuuioch Ha II-1II Tpumectpsl, uTo,
Ha TEPBBIA B3MIAJ, MPOTUBOPCUUT UMEIOIIUMCS B
nuteparype aaHHbIM. OJIHAKO THIATENLHBIA aHAIN3
TeueHHs: OEPEMEHHOCTH B CPOKH, HETOCPEICTBEHHO
Mpe/iecTByomue octpomy anuzony TMA so II-111
TPUMECTPaXx, O3BOJIWII YCTAHOBUTH HAIMYHE JIOTION-
HUTEJIBHBIX KOMIUIEMEHT-aKTUBUPYIOMINX (aKTOpOB
y OOJIBIIMHCTBA MAIMeHTOK. Tak, HakaHyHe MaHHpe-
cranuu 3adoneBanus y 3 u3z 5 6epemenssix (60%) co
cpokamu rectanuu 18—29 Hen pa3sunack auapes. O6-
pamaer Ha ce0si BHUMaHHE, YTO TOCIIEAHSIS OTMEUeHA
naxe y 2 xenmuH ¢ gedrotom al'YC B III Tpumectpe
1 nocie ponoB (mo 16% B Kaxmaoi rpyrimne COOTBET-
cTBeHHO). M3BecTHO, 4TO amMapes SBISETCS OJHUM
u3 HanOoJjee YacThIX KOMIUIEMEHT-aKTHBUPYIOIINX
cocrosHui, «3amyckatonmx» al' YC B 30% ciyudaen
[11]. Takum oGpa3om, kKak mpuunHa pa3Butus al'yYC
B HEOOBIYHBIC ISl TOW TATOJIOTUH CPOKHU I'eCTaIllUH
MOXET OOCYKJAaThCsl COUETaHHE HECKOIbKHUX TPHT-
TepHBIX (PaKTOPOB MPH HATTMYUK TEHETUIESCKOU Tpe/I-
PacIONOKEHHOCTH K TUCPETYIISIUN H KOMIUIEMEHTA.
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Harre npeamnonoxkenne cornacyercs ¢ BHICKa3aHHBIM
paHee napagokcaibHbiM MHeHHEeM F. Fakhuri u coaBrt.
0 TOM, 9YTO OEpEeMEHHOCTH, KaK TaKOBOMH, eIe Hemlo-
CTaTo4YHO, YTOOBI cTaTh Tpurrepom al'YC, naxe npu
HOCHTEJILCTBE MYTAIMi MM PUCK-TIOIUMOP(PHU3MOB,
ACCOITMUPOBAHHBIX C pa3BuTueM Oone3nu [7]. Cie-
Iy 3TOH JIOTHKE, MOXKHO JOMYCTUTh, YTO M POJIOB
HE Bcernma goctarodHo nis uaayknuum al'YC, gro
MOATBEpPIKIaeTCsl HaUMU HabmoneHusMu. Tak, B
Halel KoropTe OOJMBHBIX JaKe MPU TOCIEPOIOBOI
manudectanyu al'Y C mpakTHYEeCKH BO BCEX CITydasix
UMeNUCh (PaKkTOpbI, KOTOPBIE MBI pacCMaTpHBajId KakK
JIOTIOTHUTEIbHBIE aKTUBATOPBI CUCTEMbI KOMILJIEMEHTA.
K HuM, IOMHMO y’k€ YIIOMSIHYTOM IHapeur, MOKHO OT-
HECTH JII0OBIE aKyIIePCKUE CUTYAI|H, OCIIOKHSIIOIINE
3aBepIIArOIINi 3Tan OepeMEeHHOCTH U po/b! (OTCIONKa
IJTAlleHThI, KPOBOTEUECHUE, ONIEpaTHBHOE pOJIopa3pe-
LIeHHUE, PyYHOe OT/eNICHUE TToce1a U Ip.).

C 9TOi TOYKH 3peHHsT 0COOBI MHTEpEC Mpel-
CTaBJISIET TpYIINa MalMeHTOK, Y KOTOPhIX MaHU(e-
cranus al ' YC mpumnace Ha I TpumecTp. Bo Beex 6
CIIy4asx HadaJIbHbIE MPOSBICHUA 3a00eBaHMs ObLTH
paclueHeHbl aKylniepaMu KakK MPEedKIaMIICHs W/UiH
HELLP-cunapom, 0JHAaKO NPEAIPHHITOE B CBSA3M C
STHM 3KCTPEHHOE POIOpa3pelIeHre He COMPOBOXKIa-
JIOCh 0KHU/IAEMOH IIOJIOKUTEIILHON JUHAMMKON. boiee
TOT0, COCTOSIHIE BCEX POTUIIBHHILL CTPEMHUTEIBEHO YXY/I-
1anock, ObLJIO OTMEUEHO (YIbMHHAHTHOE Pa3BHTHE
TSDKEJION CHCTEMHOM MATOJIOTHH C OBICTPBIM (OPMU-
posanueM [IOH. Hecmotps Ha TO, uTO 3a6051€BaHuE Y
OOJBITHCTBA MTAIMEHTOK MaHH(DECTUPOBATIO TSKEIIOH
AT, Hapacraromiei nmporennypueii, nosbimerrnemM CKp,
B psijie CIy4aeB C BHICOKMM YPOBHEM TpaHCaMUHa3,
npuzHakaMu MAT'A u TpomOouMTONIEHHEH, YTO HE
OCTaBJISAJIO COMHEHHH B MPaBOMEPHOCTH IUArHo3a
MPEdKIAMIICUY, HEOCIOKHEHHOW WIIM OCIIOKHEHHOMN
HELLP-cunapomMom, pa3BUTHE KaracTpouuecKoit
cHTyaruu ¢ (GOpMUPOBaHUEM B HHTEPBAJIC OT HECKOITb-
KHX 4aCOB JI0 HECKOJIBKUX CYTOK MTOCIIE pojiopa3perie-
HUSl pa3BEepPHYTON KIMHUKO-Ia00paTOPHON KapTHHBI
TMA nmaet oCHOBaHHUS OJIaraTh, YTO MPEIKIAMIICHIO
unu HELLP-cuHIpoM B JJaHHOM CJIydyae MOKHO pac-
cmarpuBath Kak ae0rot al 'Y C. Takum o0pa3om, Hamu
JIAHHBIE coTacyroTcs ¢ npeanonokernneM H-M. Tsai o
TOM, YTO y OepeMEeHHBIX KEeHIIIH, IMEIOIINX TeHEeTH-
Yeckue Ie(heKThI peryIsiy KOMIIEMEHTa, BO3MOXKHA
Tpancopmarys npeskaamrcun 1 HELLP-cunaipoma
B al'YC Kkak pe3yibraT akTHBAIllUU KOMILIEMEHTa BO
Bpemsi OepeMeHHOCTH [3].

B nocnennee Bpems B IuTeparype Hadaja o0cyxK-
Jatbed cBsa3b npeskiamncuu 1 HELLP-cunnpoma c
TEHETUYECKN OOYCIOBICHHON MUCPETYISIHUEH ajb-
TEPHATUBHOTO ITyTH akTHBaIuy KomriemenTa (AlIK).

Bbu10 ycTanoBneHo, uro npu npesxiiamncud 1 HELLP-
CUHJIpoMe OoJiee 4eM Ipr HOpMaJIbHOM OepeMeHHOCTH
BBIp@)KCHA aKTHUBAIIUS KaK KIacCHIecKoro, Tak u AIIK,
YTO TOATBEPKIAETCS MOBBIIICHHBIM COAEpPKAHUEM
C3a- u C4d-KOMIIOHEHTOB KOMILIEMEHTa B TUIa3Me
KpOBH, a TaKke MeMOpaHOaTaKyIoIIero KOMILIeKca
(MAK) B KpoBH U €T0 JICTIO3UTOB B TKaHU TpOoOiIacTa
[12-15]. JanpHeimme uccieqoBanus MoKas3aid, 9To
TP TIPEIKIIAMIICUHY aKTUBAIIHS aJIbTepHATUBHOTO ITyTH
MpeIeCTBYET KIMHIYECKOW MaHU(ECTAIIH JJAHHOTO
OCJIO)KHEHHS. B mosp3y 3TOro CBUAETENHCTBYET 00-
HapykeHHoe 710 20 Hes recTaliy B KpOBU OepeMeH-
HBIX C Pa3BUBIIEICS BIOCIEICTBUH MPE3KIaMIICHeN
BBICOKOE COJIepKaHHe OHOTO U3 BaKHBIX (DaKTOPOB,
dopmupyromux C3-KoHBepTaszy albTEPHATHBHOI'O
nytu — gparmenra Bb-komruiemenra [14]. [Tozxe
OBLIT TIPOZIGMOHCTPUPOBAH IMOBHIIICHHBI YPOBEHb Bb
B IJIa3Me KPOBHU y TMALMEHTOK C paHO pa3BUBIIEHCS
(mo 34 Hen OEPEeMEHHOCTH) THKEIION TPEIKIAMIICUCH
Y BEHO3HOH IYITOBUHHOW KPOBH y JETEH, POIKIECHHBIX
3TUMHU MaTepsMH, M0 CPABHEHHUIO C >KEHIIMHAMH,
MUMEBIIMMH HEOCTIOXKHEHHOE TeUeHHE OEPEMEHHOCTH,
YTO MOATBEPANIIO BAXKHYIO POJIb CHCTEMHOM aKTUBAIN
AIIK B passutumu npeskiamrcuu [16]. Kpome Toro,
0Ka3aJI0Ch, YTO MPOAYKTHI aKTHBAI[MH KOMIUIEMEHTA,
ocobeHHo (parmeHT CS5a, CTUMYIMPYET MPOAYKIIUIO
MOHOITUTAMH PAacTBOPUMBIX perentopoB k VEGF —
sVEGFR-1 wu sFIt1, koTopble OJIOKUPYIOT IIalieHTap-
Hble anrrnoreHuble Gpaxktopsl VEGF u PIGF. Uaayiupo-
BaHHas TAKUM 00pa3oM JHUCPETYISINS aHTHOTeHEe3a B
SKCIEPUMEHTE Ha MBIIITMHBIX MOJIENIAX OEpeMEHHOCTH
MIPUBOMIIA K TOTEPSM IUIOAA M 3aJep’KKE ero pas-
BUTHS, 9KBUBAJICHTHBIM TAKOBBIM TPH MPEKIAMIICUN
[17]. YunTbiBast He BHI3BIBAIOIIYIO CETOHS COMHCHHIA
MaTOT€HeTHYECKYI0 poiib aucbanaHca Impo- M aHTH-
AHTUOTEHHBIX TUIAICHTAPHBIX (AKTOPOB B Pa3BHTUH
npesxtamiicuu [ 18, 19], Henmb3s UCKITIOUNUTE 3HAUYCHUE
aKTHBAIMY KOMIUIEMEHTA KakK JIOTIOJIHUTEIBHOTO (hak-
TOpa, yCYryOJSIOIEro AUCPETYISALNI0 aHTHOTeHe3a
Y TIOBBIIIAIOIIET0, TAKUM 00pa3oM, PUCK MOCIETHEN.

Otu daxThl, HAPSAY C ONMYOIUKOBAaHHBIMH B T10-
CJIETHUE TOBI CBEACHUSIMU 00 00HAPYKEHUHN MYTaITHil
T€HOB PETYIATOPHBIX OEJIKOB aJbTePHATUBHOTO MyTH
komruieMenTa, damie Bcero CFH u MCP (CD46), y
skeHmuH, nepenecmux 10 unu HELLP-cunnpom
[7, 20], matoT oCHOBaHUS MPEAMOIOKUTH, YTO TIPH
TCHETUYECKN OOYCIIOBICHHOM JIeEKTE PEryssIiu
komruiemenTa AIIK Bo Bpemst GepeMEeHHOCTH MOTYT
MpHOOPECTH M3OBITOYHBIN, HEYNPaBIsAEMbI Xapak-
Tep, 9YTO, BOBMOXKHO, OYyZIET CIIOCOOCTBOBATH pAaHHEMY
Pa3BUTHIO TSHKEION MPEIKIAMIICHU C TIOCTeNyoIen
tpancopmanmeii B al'Y C, kak 3T0 MPOU30IILIO Y psiaa
HAIIHUX MalueHTOK.
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TakuM 00pa3oM, aHanU3 0OCOOCHHOCTEH TeUSHUs
OCpPEMEHHOCTH M POJOB Yy MAIMEHTOK C MeOITOM
al'VC B III TpumecTpe U MoCIEpOJOBOM IEPHOL
[T03BOJIMJI YCTAHOBUTH HAJTMUNE PA3IUYHBIX aKyIlIep-
CKHX OCJIOKHEHHH, B TOM YHCII€ U MOTPEOOBABIINX
CPOYHOTO OIEPATHBHOTO PONOPA3PELICHUS TOUYTH Y
BCEeX JKeHIIUH. IMEHHO COBOKYITHOCTb 3THUX OCIIOXK-
HEeHHH (HampuMep, cOYeTaHue MPEeXAEBPEMEHHON
OTCJIOWKHM IIJIAIIEHTHl ¢ KPOBOTEUEHUEM H OIEpPaLuU
KecapeBa CEUeHHs, PEANPUHATON B CBA3H C ITHUM,
WJIH TIPEIKIIAMIICHH C PYYHBIM OTAEJICHHEM ITOCIeNa),
[10-BUIUMOMY, MOYKHO paccMaTpHUBaTh KaK MOIIHBIN
KOMIUIEMEHT-aKTUBUPYIOMNN (aKTOp, CIIOCOOHBIN
nHaynrposars Manugdecranuo al'YC y KeHIIHH ¢
JCPETYIISAINEN abTePHATHBHOTO My TH KOMITJIEMEHTA.
Pesynprarel Hamero MccienoBaHns WILUTIOCTPUPYIOT
CIPaBEUTMBOCTD YK€ YITOMSHYTOTO TIPETOTI0KEHHS O
TOM, 4YTO OEPEMEHHOCTH pPer Se HEOCTAaTOYHO, YTOOBI
ctath Tpurrepom al 'Y C naxke npu reHeTH4eCKo Ipesi-
PAaCIOJI0KEHHOCTH K KOMILIEMEHT-0TI0CPEI0BaHHON
TMA [7].

[TonydeHHble HaMU NaHHBIE CBUIETENbCTBYIOT
O TSKEJIOM B OOJIBIIMHCTBE CJIydaeB, a MHOTNIA U
karacTpoduueckoM TeueHun akymepckoro al'yYC
C reHepaiu3anueil MUKPOAHTHOMATHYECKOTO Mpo-
mecca u OBICTPBIM (HOPMHUPOBAHUEM TTOTHOPTAHHOTO
nopaxkenust B ommmuue oT Tedenus al YC B 1enom.
Tak, eciu, o nanasiM M. Noris u coasr., [IOH npu
al'YC pa3BuBaetcs ToiIbKO B 6% cirydaes [11], To mpu
al'VC, accounupoBaHHOM ¢ O€pPEMEHHOCTHIO, TSKENas
[1OH nabmoganace y 76% mnauuenTok (cMm. puc. 1).
[Ipu aTOM Haubosee TsKeno 3a0oaeBaHNe MPOTEKAJIO0
y pomwibHul. CpaBHEHHUE JIBYX TPYIII MAallUEHTOK C
pasHbiMH cpokamMu Manudectanuu al'YC mnokasaiio,
4yT0 y 6epemeHHbIX ¢ gedtotom TMA Bo Il TpumecTpe
al'YC umMen oTHOCUTENIbHO 00jiee MSATKOE TEUCHHE,
YeM y JKCHIIMH 00beJUHEHHOU Trpymimbl. Kpome
OIIII, oTMe4eHHOTO Y BCEX KCHIIWH, Y TONABIISIO-
11ero OOJIBIIMHCTBRA MAMEHTOK ¢ aKkymepckum al'yYC
(88%) mmenock GonbIlie OMHOTO YKCTPAPEHATHLHOTO
MOBpeXAeHus, pudeM y 10 U3 HUX — 110 TPU BHETIO-
YEUHBIX MPOsIBICHUN 1 6osee. CpemHee 9uciio mopa-
’KEHHBIX OPTaHOB COCTaBWIIO 3,7. MBI BBENU TaHHBIN
mokaszareinp st akymepckoro al' YC mo aHamoruu
¢ eme onauM TMA-acconmmpoBaHHBIM 3a00JeBa-
HUEM — KaracTpopudeckuM aHTH(OCHOIUTHIHBIM
cuaapomMoMm (KADC), mpu KOTOpPOM, Kak IMOJIaraiy,
06npIas BeIMYMHA MOKA3aTelss MOXKET UMETh He-
OnaronpusATHOE MPOrHOCTHYECKOe 3HaueHne. OTHaKo
aHau3 JaHHBIX MexayHapoanoro peructpa KADC ne
BBISIBIJI PA3IMUN MEXK/Ty YMEPIINMHU U BBKUBIIUMHU
MaUeHTaMH 110 YHCITy MOpaKeHHbIX opraHoB [21]. B
HaIlIeM HCCIIeIOBaHUH, TEM HE MEHEe, CpeTHEee YHCIIO
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MOpPaKEHHBIX OPTaHOB y YMEPIIUX MMAalMEHTOK HEJI0-
CTOBEPHO MPEBOCXOANUIIO TAKOBOE y BBIKMBIINX (4,2
1 3,5 COOTBETCTBEHHO).

Haubosnee yacto B Hatiel kKoropre 00JbHBIX OTMe-
gyeHo couetanue nmopaxkenus LIHC, nerkux u meuenHw,
9acTOTa KaXJOro M3 KOTOPBIX COCTaBmiIa mo 76%.
TpakToBKa reHe3a UMEHHO 3THUX IKCTPapeHaIbHBIX
nopakeHu#, a Takxke cepaua (41% manueHToK) BbI-
3bIBaeT HanbobIMe TPyAHOCTH. [10-BUIMIMOMY, BKIIa T
B mopaxxerue ITHC, kpome TMA kak TakoBOi, MOTYT
BHOCUTH TsDKemnast Al, aeKTpoJUTHBIE HapyIlIeHus,
OTEK rOJIOBHOTO MO3Ta BCJIEACTBUE TUTIEPTHIPATAIIH,
00yCIIOBIEHHOW KaK HapylIeHHeM (PyHKLWHU TMOYeK,
TaK ¥ KOMIUIEMEHT-OMIOCPEIOBAaHHBIM MOBBIIIICHUEM
MPOHMUIIAEMOCTH COCYAMCTON CTEHKH B pe3yibTare
Bo3zelicTBUs aHaduaoTokcuHa CSa, o0pasyrolerocs
B U30BITOUHBIX KOJMUECTBAX MPU HEKOHTPOJINPYEMOH
aktuBaruu AIIK, a Takxe cCHHIpOMa CHCTEMHOTO
BOCIAJIMTENFHOTO OTBETAa MPH Pa3BUTHH T'€HEpaln-
30BaHHOU MIIIEMUHN KU3HEHHO BAKHBIX OpraHoB [22].
[TopakeHnue cepia B HaIlIeM HCCIeIOBAaHUN BCTpeda-
JIOCh TI0 MEHBIIIeH Mepe BIBOE Yallle, 4eM 00 3TOM Co-
obmraeTcs B 3apyOekHbBIX myomukarmsx [11,22] u, kak
u nopaxkenue LTHC, MoxkeT 0OBSCHATHCS COYCTAaHUEM
TMA Muokapna ¢ BTOpUIHBIMH IPUYHUHAMH, TIIABHBIM
o0bpazom, eperpy3Koit 00bemMoM. M3ommupoBaHHOE 1MO-
pakenue Jierkux rnpu al 'Y C onmuchIBarOT Kak HAaMEHee
yactoe npossieHne TMA. Onnako Jaxe B cocTaBe
MOJTMOPTaHHOTO MOPAKEHUSI OHO BCTPEYAeTCs JIHIIb
B 5% cmyuaes [11, 22, 23]. [To-BugumMoMy, CTOIb BHI-
COKYIO 4acTOTY MOPaKeHHUs JIETKUX B HAIIel KOropTe
OOJBHBIX CIIEAYyeT paccMaTpUBaTh KaK BO3MOYKHYIO
0Cc00eHHOCTH aKkymiepckoro al'yY C, mpuuuHbI KOTOPOH
HYKAAI0TCs B U3y4eHUH. MBI 1osiaraeM, 4To B OCHOBE
MopaskeHHs IETKUX JIeKUT TMA, KoTopasi B OOJIbIINH-
CTBE CJTy4aeB OCIIOKHACTCS TSKETIBIMHU ITHEBMOHUSMH,
YTO NMPUBOAMUT K OBICTPOMY Pa3BUTHIO JbIXaTeIbHON
HEJ0CTaTOYHOCTH, TpeOyromel npumenenus MBI,
KaK 3TO ¥ ObIJIO y HAIIMX MAIlMEeHTOK.

Hapsny c nopaxenuem LIHC u nerkux, nopaxenue
MeYeHn oTMEUeHO Y 76% marmenTok. C Hamel TOuku
3peHHs, BEICOKAs 4aCTOTA ITOTO MOPaKEHUSI, TIPOSBIIA-
IOIIEroCs TIOBBIIICHHBIM YPOBHEM aMUHOTpaHcdepas u
OmmupyOMHA CHIBOPOTKH, a Y 2 KEHIIIH TaK¥Ke JKeNTy-
XOM U rermaToMeraImeii, iBujaach OJHOM U3 OCHOBHBIX
MIPUYUH HECBOEBPEMEHHO YCTaHOBIEHHOTO TUarHo3a
al'VC, moCKOJIbKY TOSIBICHHUE ITUX CHMIITOMOB Ha
3aBepIIaloleM 3Tane 0epeMeHHOCTH U cpa3y Iocie
POIOB J1aBajlo OCHOBaHUs nuarHoctuposars HELLP-
CHH/IPOM J1a)K€ B OTCYTCTBHE BbIPA)KEHHBIX AaHEMHUH U
TpomboruTonenny. K cokanennio, B 3TUX CUTYaIHIX
Yare OnpeeIIsIoT TOIBKO COIep KaHue 001ero Omim-
pyOHHa, BCIIEICTBUE YETO MBICIb O TEMOJIN3€ MOXKET
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HE BO3HUKHYTh. MEXIy TeM, B 4aCTH MOJO0O0HBIX
CITy4aeB THIIEpOMIINpyOnHEMHUS ABJISIETCS CIIEICTBUEM
reMOJIN3a, B MOJIb3y YET0 CBHUJICTENILCTBYET COUETaHHe
MOBBIIEHHBIX ypoBHEH JI/II' U nmpenMyIecTBEeHHO
HEMpsIMOro OMaupyOrHa y HAIIUX MalMeHToK. Takum
obpazom, cBoeBpeMeHHYI0 quaraoctuky al Y C moryT
3aTPyIHATH BHICTYAIOIINE Ha TIEPBbIH IJ1aH MPOsIBIIe-
Hust HELLP-cunipoma, KOTopblii OnepekaeT pa3BUTHE
al'YC. Cnemyet OTMETUTD, UTO y BCEX HAIIIMX MAIlACH-
TOK, KOTOPBIM TIepel IOCPOUYHBIM POOpa3pelIeHneM
B CBSI3M C Pa3BUTHEM aKyLIEPCKUX OCIIOKHEHHH MU
cpasy mocie poaoB Obutl aumarnoctupoBan HELLP-
CHUHJPOM, CBOEBPEMEHHO Ha3HauYeHHAas aJieKBaTHas
Teparus ¥ SKCTPEHHOE Pojlopa3pelieHue He PUBENU
K 0’KHJIaeMOM MOJI0KUTENbHOM TuHaMuKke. HarpoTus,
[IPOTPECCUPYIOLIEe YXYAILICHUE COCTOSHUS POITHHHUIL
C pa3BUTHEM TSHKEIBIX (DYHKITMOHATBHBIX HAPYIIICHUH
mouek, cepana, [IHC, nerkux 3acTaBuiio IpeApruHIT
JIOTIOIHUTENIbHOE O0CiIeIoBaHue A Bepu(pruKanuu
nuarno3a. Cutyanuu, nmomo0HbIe HAOII0IaeMbIM
HaMH, HeaBHO ObLTH onrcadbl M.Y. Owens U COaBT.
[24]. ABTOpBI IPUBOJIAT CBEACHUS O 28 MAIMEeHTKaX,
KOTOpBIM ObLT ycTanoBleH nuarao3 HELLP-cuaapoma
1 KOTOPBIE TIPOJIEMOHCTPUPOBAIH YXY/IIEHHE COCTOSI-
HUs ¢ TeHepanm3anueli TMA B paHHEM IO CIEPOI0BOM
nepuone. lanpHeiiee oo6cneoBaHle TO3BOINIIO Be-
pubHUIIIPOBaTh TUATHO3HI PA3TUIHBIX MUKPOAHTHOTIA-
THYECKUX cHHIPOMOB, BKitouas al Y C, TTII, KADC,
cencuc ¢ JIBC-cuHapoMOM WM COXPaHUTH TUArHO3
HELLP-cunapoma. B cBsi34 € T€M, YTO IIPU pa3BUTUU
KaracTpopUUECKOW CUTyal[Mu IMOCJe POJOB Cpaszy
YCTaHOBUTH JIMArHO3 HE BCETJa BO3MOXKHO, aBTOPHI
MpeyIaratoT i1 HaMMEHOBAHHS TIOAOOHBIX CIIydaeB
TEPMUH «CUHIPOM MociepooBoit TMAy. C ux TOUKH
3peHHUd, 3TOT JAMArHO3 MO3BOJSAET Oe30TiarareabHo
HayuaTh JIEYCHHE IIa3MOOOMEHaMH, KOTOpoe, Mo MX
JTAaHHBIM, 0Ka3ajoch 3 (deKkTuBHBIM B 78% ciyuaes,
MpUBEAS K YMEHBIIICHUIO BRIPAKEHHOCTH T€MOJH3a,
TPOMOOIIUTONICHUN M HApyIICHUs (YHKIUU MMOYCK
He3aBUCHUMO OT reHe3a TMA. MpI moiiaraem, 4to B
HaCTOsIIIIee BPEMsI 3TO IIPEATI0KEHNE MOKHO IIPU3HATD
COBEpIIECHHO OMpaBJaHHBIM, ITOCKOJbKY OHO JaeT
OCHOBaHUeE JIUIsl IPUMEHEHHUS B aKyIIEPCKOM PAaKTHKE
IJ1a3MOTEPAUH, KOTOpast CErofHsl BOCIIPUHUMAETCS
aKylepaMy CKopee HeraTHBHO.

OTpakeHreM 3TOTO OTHOILIEHUS, OUYEBUIHO, SIBIIS-
rotcs ucxofpl al Y C B Hamiei KoropTe MarueHTOK ¢ Ma-
TEPUHCKOW CMEpPTHOCTHIO, cocTaBuBIIel 29%. Ctonb
HeOMaronpusATHBIA UCXOJ, K COKaJCHUIO, SBIAETCA
CJIEJICTBMEM COUYETaHHUS OTCPOUYEHHOTO JuarxHosa (B
CPEIHEM 33/1CpKKa B IOCTAHOBKE JMATHO3a COCTABUIIA
25 CcyT, MakCUMalbHO — 10 4 MeC) U HeaJleKBaTHOMN
tepanuu. Mexay Tem Bepuduxanus TMA B akytep-

CKOM TIPaKTHKe, KaK U BOOOIIE, He TPeOyeT CIOKHBIX
JUATHOCTHYECKUX METOAOB. /locTaTouHO JHIIb KOH-
cTaTaluy MHUKPOAHTUOMATHIECKOTO reMom3a (Obl-
CTpOE CHMKEHHUE reMOnIO0NHA JIaKe ITPU HEOOIBIIOHN
KpoBOIOTepe, MoBbIieHue ypoBHa JI/[I" 1 mm3o1nuToB
Y CHIDKEHHE ranTorioOnHa), TpOMOOIIMTOTIEHUH 1 Ha-
pyurenus GyHkuuu mouek. OnpeaeseHne akTHBHOCTH
ADAMTSI13 npencraBiseT co00il yKe CIeayromuit
iar, HeoOXo UMbl st AU depeHInanbHON ua-
rHocTukU TTII ¢ npyrumMu MUKpOAHTHONaTHYeCKUMHU
CUH/IpOMaMU. B CBsI3U ¢ 3TUM JKenaTesibHO BHEPUTH
B MPAKTUKY POJOBCIIOMOTATENIbHBIX yUpPEKIACHUN
obs3arensHOe onpenenenue JIJII, mu301uToB U rarm-
ToroOnHa (MTOCIEAHUN MoKa3aTesb sBiseTcs Oonee
TOYHBIM MapKepoM remosn3a, ueM JIJII') y manuenTox
C OCIIOKHEHHAMH 3aBEpIIAIOINIEro 3Tana 6epeMeH-
HOCTH M TIPOIECCa POAOB, 0COOEHHO B CIy4asiX 3Kc-
TPEHHOTO M MPEXKIEBPEMEHHOTO POOpa3peIIeHHUs.
OTH IPOCThIE MEPHI TIO3BOJIAT YCKOPUTD ITOCTAHOBKY
HO30JIOTHYECKOTO JMarHo3a y MalMeHTOK C IMo/103pe-
HUEeM Ha akymepckyto TMA, a 3Ha4HT, CBOEBpEMEHHO
HayaTh MaTOT€HETHYECKYIO TePAIHIO.

B nacrosmiee BpeMs B Hallei cTpaHe ria3mMoTepa-
MUs ellle He MOJyYHia IMHUPOKOTO pacipoCTpaHeHUs
npu akymepckoit TMA. OnHako UMeroiecs: B JIn-
Teparype JaHHbIE CBUAETEIHCTBYIOT 00 OUEBHUIHOM
a¢pdexre 1O mpu Tak Ha3bIBAEMBIX MOCICPOIOBBIX
HELLP-momo6HBIX cHHAPOMAaX, K KOTOPHIM MOXHO
orHectu u al'YC [24-27]. B cBsi3u ¢ TeMm, 4To ma-
[UEHTKaM M3 Hallel KOTOPTHI MIa3MoTeparus Mpo-
BOAMWJIACh B MajbIX 00beMax W HeperysipHo, a 110
MPAaKTHYECKH HE MPOBOIWIICS, OIEHHUTH ee dddekTt
IO TPYTIIE B IEJIOM HE TPEACTABIAETCS BOZMOKHBIM.
OmHako B TeX HEMHOTOUUCICHHBIX CIIydasx (BCETO
3), Korzma yaanochk JOCTaTOYHO OBICTPO MPOBECTH IO
HECKOJIbKY CEeaHCOB IlazMadepe3a ¢ OTHOCUTEIHHO
HeOonpmuM obbeMoM 3amerieHus (1,0-1,5 i) cBe-
’KE€3aMOPOKEHHON IIa3Mol, cumMnToMbl TMA ObuTH
KyIUPOBaHbl, a (QYyHKIUS MOBPEKJACHHBIX OpraHOB
BOCCTAHOBJICHA IOJHOCTBIO. bosee Toro, y ogHoi
W3 TAaIueHToK, y kotopoir al'YC paszsuics Bo II
TpuMecTpe OepeMEeHHOCTH, OHa MPOJOJIKIIIACH A0
€CTECTBEHHOTO CPOKa POJIOB M 3aBEPILIMIACH POXKIE-
HHUEM 3710poBoro pebdenka [28]. B apyrom Hamem Ha-
OmofeHny Takxke npu panHem aedrore al YC (23-24
Hell), KOTOPBIi TpHoOpest GyITbMHUHAHTHOE TCUCHHUE C
osicTpbIM pazsutreM [IOH, mpoBoanMoii B Teuenue 3
JTHEW TIa3MOTepaIniy 0Ka3anoch JOCTATOYHO, YTOOBI
HOPMAJIN30BAJIOCh YHCIO TPOMOOIIUTOB U pa3perin-
nocs OIIIL. Ilponomxenue neuenus C3I1 composo-
JKIIAJIOCH JAaJIbHEHIEH ITOJI0KUTEILHON JTUHAMUKOMN
COCTOSTHUS TAI[MeHTKH U MPUBEIO K MPEeKpalieHuIo
WBIJI, BocCTaHOBICHUIO CO3HAHUS U (PYHKIIUH ITOYCK,
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a 3aTeM M K TMOJHOW PEeMHCCHU 3a00JCBaHUS, XOTSA
wiox moru6 [29]. Takum 06pa3om, HeaJaeKBATHYIO
[JIa3MOTEPanui0 MOKHO, MO-BUIUMOMY, CUMTATh
elle OJHUM BaXXHBIM (aKTOPOM HEOIAroNnpHUsITHOTO
ucxoga al'YC. IMeHHO MOTOMY, YTO aJeKBaTHas
miazMoTepanus akymepckux TMA 1noka BbI3bIBa€T
CEpbE3HbIE 3aTPYAHEHU, paHHsIs AuarHoctuka TMA
HACTOSATENFHO HEOOXOMMa, TOCKOJIBKY AaCT BO3MOXK-
HOCTb 0€30TJ1araTeIbHOro HauaTh TapreTHYIO Teparuio
skynu3zymaboMm. IlocaeaHuil sBiaseTCs TINKO3HMIN-
POBaHHBIM TYMaHHU3UPOBAHHBIM MOHOKJIOHAIBHBIM
AHTHUTEJIOM — KaIllla-MMMYHOIJIOOYJTHHOM C BBICOKOM
apduHHOCTBIO K C -KOMIIOHEHT KOMILIeMeHTa. [Tocie
BBEJICHUS OKyIM3yMal CBs3bBacTCsA ¢ C -KOMIIOHEHT
KOMITJIEMEHTa U MPEI0TBpAIlaeT JaJbHeHITyI0 aKTH-
BaIIMIO KOMIUIEMEHTa 1 00pa30BaHHe TEPMUHAIBHOTO
KOMITJIEKCa KOMIIEMEHTa, MPeloTBpalas ero paspy-
matouiee JeicTeue. B HacTosiiee Bpems B IUTEparype
MMEIOTCS JIMIIb €IMHAYHbIE HAOMIOAeH!US IPIMEHEHNS
skynu3zymaba mpu axkymepckom al YC [30-32]. ¥V Tex
4 ponuIBHUIL U3 7, KOTOPBIM JICYCHHE ObLIO HAYATO B
TedeHue Henenu ot aedrora al'YC, K MOMEHTY OKOH-
YyaHHUs Kypca MHIYKIIMOHHON Tepamuu (depe3 OauH
MecsI] OT Hayajia) yIajoch HE TOJIBKO KyIHPOBAaTh
remMarosjornyeckue npusHaku TMA, HO ¥ IOJTHOCTBIO
BOCCTaHOBUTh (DYHKIIMIO MOBPEKJICHHBIX OPraHOB,
BKJIIOYAsl MOYKH, TOJIOBHOW MO3I, jerkue. B Tex xe
CIIy4asx, Korja Tepanus dKylnu3ymMaOoM HauyMHallach
CO 3HAUUTENIbHBIM OTIO37JaHUEM, MCXOJl OKa3aJcs He-
OIaronpuATHBIM Ja)ke HECMOTPS Ha yIy4IlleHHe remMa-
TOJIOTMYECKHUX MTOKa3aresel U GyHKIUH moyek. Takum
00pa3om, HaIllK Pe3yabTaThl YOSIUTEIHFHO CBUICTEIh-
CTBYIOT B [TOJIb3Y PAHHETO Hayasa Teparuu dKyIn3yma-
6om nipu akymepckom al ' YC, a cam nipenapar cienyer
CUUTATh CPEJICTBOM «IIEPBOM JIMHUW» y TMAIlMEHTOK
(B mepBy10 o4epenb, POAMIBHHUIL) C ITUM JHATHO30M.
Hasnauenue sxynn3ymada CIycTsl HECKOJIBKO HEIENb
WK MecsIeB oT AeOrora octpoii TMA B akyiepckoi
MpakTuKe, 0COOCHHO TpH cymecTryromieit [IOH nmun
OCJIOKHEHHUH CEIICHCOM, BpsJ JH LieecoodpasHo,
OJTHAKO /ISl OKOHYATEJIFHOTO PEIIeH s 3TOTO BOIIpoca
TpeOyloTcs AalbHeHIIne Heeae10BaHus.

Cpenu Hammx ManueHToK ¢ akymepckum al'yC
JIBOE, HECMOTPS Ha pa3BepHyTyI0 KIMHUKY TMA u
passutue OIIIl, moTpeboBaBIIeTO JICUCHUS TE€MO-
IAIU30M, TOJNyYalyd JUIIb CUMITOMAaTHYECKYIO
Teparuio, B TOM 4Hciie remMorpancdysuu. B cBs3u ¢
TEeM, YTO IMarHo3 OBUT HE SICEH He TOJIBKO aKyIlIepam,
HO W Hedposoram, XCHIIUHBI HE MOJyYalld Jlaxe
mw1azMoTtepanuu. Tem He MeHee, y OHOH NMaIlMeHTKU
OIIII pa3pemmnack nmocie 19 ceancoB remoananusa u,
XOT4 (PyHKIIHS TOYEK BOCCTAHOBMJIACH HE TMOJIHOCTHIO,
MOTPEOHOCTH B 3aMECTHTEJILHON MMOYCHHOHN Teparuu
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(3IIT) B HacTOAIIMIT MOMEHT HET. Y BTOpPOil OOIbHON
gyepe3 2 Mec IMocie poAopa3pelIeHns] COXpaHsiach
noTpeOHOCTh B iponospkenuu 3I1T. Beimonuennas B
knuHuke uM. E.M. TapeeBa criycts 2 u 4 mec mocie
poaopa3pelIeHnss COOTBETCTBEHHO OMOIICHS TIOUKH Y
00erx MalMeHTOK BBISIBUIIA KAPTHHY HeQpOCKIIepo3a.
Hecmotps Ha oTCyTCTBHE TPOMOOB B Kamujuisipax
KITyOOYKOB M MEJIKHX IKCTPArIOMEPYIISIPHBIX COCY/IaX,
B 000MX CITyJastX UMENINCh IPU3HAKA MYKOUHOTO Ha-
OyXaHUs MHTUMBI B apTepuoiax, GuOpo3Hast OKKIIIO-
31 MPOCBETa MEJKUX apTepHil, CKIEPO3NpPOBAHHBIE
M0 UIIEMUYECKOMY THITY KIIyOOUKH MPH OTCYTCTBUU
nponugepaTUBHBIX U3MEHEHHI, YTO HE TPOTHUBOPEUUT
TUCTOJIOTMYECKUM TpU3HaKaM XpoHudeckod TMA.
[IpuHrMas BO BHIMaHNE TEMIT pa3BUTHUS He(PpOCKITe-
po3a y 37I0pOBBIX JI0 3aBEpIICHUsI HACTOsIIEH Oepe-
MEHHOCTHU MOJIOJIBIX JKEHIINH, IEPEHECIINX TSHKEIYI0
npesxamicuto, ¢ popmuposanrem XBIT 5 cT. B nc-
xone OIIl y onnoit u3 Hux u XbI1 4 cT. —y npyroii, e
BBI3BIBAIOIIIE COMHEHHUI FeMaToJI0rn4ecKre MPU3HaKU
TMA, MBI 1TOJ1aTraeM, 4To 06eUM MaIeHTKaM PeTpo-
CIIEKTHBHO MOXKHO JIHarHOCTHUPOBATh aKyIIEPCKUN
al'VC, Tem 6oree 4Tto B 000MX CIIydasiX yKe MOCie
KyIMUPOBaHUA OCTPOTO 3MH30/a OBIII0O 0OHAPYKEHO
cumxkenne ypoBas C3 B miazme kpoBu. OmHAKO IS
OKOHYATENIbHOH Bepu(UKAIIK JHArHO03a B TOTO0HBIX
ciy4asx, 0e3yCIOBHO, HEOOXOAMMO TeHETHUECKOE UC-
CJIeJIOBaHueE.

[TonBons UTOT aHAIU3y MCXOIOB aKyLIEPCKOTO
al'VC B HameMm HccleoBaHUH, CICIyeT OTMETHTD,
YTO HEONAroNpUATHBIA MCXOM 3TOTo Bapuanta TMA
(cMmepTh U nocTIkeHue no3auux —4 u 5 craguit — XbI1
B ucxoze OIIIT) nmen mecto y 41% mnaruentox. 13 5
YMEpIINX YeTBEpO BXOJAWJIN B TPYIIY C Pa3BUTHEM
al'YC B Il TpumecTpe 1 rocine poJoB, ¥ JIUIIb y OTHON
3a0oneBanue pa3Buioch Bo Il TpumecTtpe. Bo Bcex
CiIy4asx OCHOBHOW mpu4nHOi cMmeptu ctana [IOH, y
psiaa GOJBHBIX B COYETAHUU C CETICMCOM. B mpoTuBo-
MOJIO)KHOCTh MAaTEPUHCKOMY MCXOJI JIJIsl TOTOMCTBA
0511 Xyxe pu pazsutun al 'Y C B 6osiee paHHHE CPOKU
OepeMeHHOCTH: Ha cpokax 18 u 26 Hex B IBYX Clydasix
MIPOU30IIIa aHTeHaTalbHas THOeNb 10/, OIUH Pe-
OEHOK, POAMBIIUICS IPU CpOKe 24 Hell B COCTOSHUU
[TyOOKOW HEOHOIIEHHOCTH, yMEp CIYCTS CYTKH, U
TOJILKO B OJTHOM CJTy4ae aHTeHaTaIbHasg CMEpTh IIJI0/1a
HacTymmia Ha 34-1 Henene recTaluu.

Pe3ynbrarsl Halero ncciae10BaHus UIMEIOT OIpesie-
JICHHBIE OTPaHUYEHHUA. DTO, B MEPBYIO OUEpelb, OT-
CYTCTBHE T€HETHYECKOTO 00CIIeIOBaHUS MalMeHTOK,
KOTOPOE TTO3BOJHIIO OBl HICHTHOUIIPOBATH My TAITUH
B reHaX CHUCTEMbl KOMIIJIEMEHTA U B HEKOTOPBIX CITy-
qasx, TakKuM 00paszoM, moaTBepAauTh auarao3 al VC.
OpHako B Haled CTpaHe TeHEeTHYECKHE HCCIeI0Ba-
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HUS B 3TOH 00JIACTH B HACTOSIIEE BPeMsT HaXOJSTCSI
B Ipolecce craHopieHus. [loka iauis ABOe HaAIIMX
OOJIBHBIX ClIaTM OMOJIOTMYECKH MaTephal Ha JlaH-
HO€ HCCIIeJIOBaHUE, U MBI O)KHIaeM Pe3yibTara yepes
2 mec. BTopsIM orpanndyenneM cTaiao OTHOCUTEIHHO
HEOOJIBIII0E YMCIIO MAIUeHTOK, B CBA3H C YEM OTCYT-
CTBYIOT CTaTHUCTHYECKHUE PA3TUUUA 10 OOJIBIINHCTBY
rapaMeTpoB, XapaKkTepu3yronux akymepckuii al ' YC.
Onnaxo, mpuHUMas Bo BHUMaHue, 910 al Y C sBisieTcs
op¢aHHBIM 3200JIeBaHHEM, CXO/IHASI CUTYaIUs Xapak-
TepHA U A Opyrux padoT, MOCBSIIEHHBIX JaHHOU
npobieme.

SAKJTKOMEHUE

Taxum 00pa3om, HACTOsIIIEE UCCIIEJOBAHNE NMEET
LEITBIO 03HAKOMHTh TPAKTHYECKUX Bpadeid, Kak Hedpo-
JIOTOB, TaK U aKyIIepOB, C OCOOCHHOCTSIMH TEUCHHUA,
MOXOJaMU K JMAarHOCTHKE M Teparuu, UCXOdaMu
akymepckoro al'VC, accoruupoBaHHOTO ¢ 6epeMeH-
HOCTBIO M poJIaMHU. Y TAIMEHTOK C T€HEeTHYECKOM
[IPeIPacIIONIOKEHHOCThIO K HApPYUICHUIO PETYISINN
KOMITJIeMEeHTa OepeMEHHOCTh B COUETAaHUH C IPYTUMHU
Tpurrepamu TMA niy, Kak peJyiaraloT iX IMEHOBaTh
CEroJiHs, KOMIUIEMEHT-aKTUBUPYIOIIUMH COCTOSHUAMHU
(mmapest, nHQEKIUS ) MOTYT 00YCIOBHUTH OOJiee paHHEee
pazButue al' YC, 4eM 3TO TpaauIIMOHHO HaOIIona-
etcs. 3aboneBanue, Bo3HHKaromee Bo Il Tpumectpe
recTaluy, MpoTeKaeT MeHee TSKEN0 U IPU CBOEBpe-
MEHHOW TMarHOCTHKE M He3aMeIIUTEIHLHOM Havaye
IJ1a3MOTEPai MOKET UMETH OJ1aronpUsTHBIN HCXOT
JUIS MaTepu, HO He Ui miiofa. B nenom xe Tedenue
akymepckoro Bapuanrta al 'Y C npeacrasiseTcs 6onee
TSDKEIIBIM, YeM 3TO XapaKTepHO JJIsl JAHHOTO 3a00JieBa-
HUs BooOue. OTnnuntenbHol ocodeHHocThio al'YC,
ACCOLIMUPOBAHHOTO ¢ OEPEMEHHOCTHIO U POJIaMH, 5B-
nsiercst Beicokas yactora [IOH BenencTBue ObICTpoOit
reHepar3alii MUKPOaHT HOTIaTHYeCcKOro Tporiecca. B
ciryyasix, korja pa3sutuio TMA npesiecTByeT KITMHH-
ka npesknamiicuu u/win HELLP-cunapoma, Hepeko
B COYETAHMU C JAPYTUMHU OCJIOKHEHUSMHU T'eCTalluu
(Hampumep, KpOBOTEUEHHEM) WIIM TIPOIlecca POJIOB,
a TaKoke SKCTPEHHOE OTIepaTUBHOE POAOPA3PEIICHNE,
OTCYTCTBHUE OXKHJA€MOW TOJIOKUTEIbHON TUHAMMU-
KU B COCTOSIHUU POAMJIBHHUIIBI TIOCJE 3aBEpUICHUS
OEepeMEeHHOCTH MOXKET CBUCTEIHCTBOBATh B MOJB3Y
nuarnosa al' VC. B mogo0OHBIX cllydasx MMOKa3aHo
HEMeIJICHHOE HavyaJlo Teparuu IKyIu3yMabom, KOTo-
PBIH cienyeT paccMaTpuBarh Kak mpemnapar Bpioopa B
neyeHnu nocnepogosoro al'YC. B TeueHne HECKOIb-
KHX JTHEH, TOKa 0K IaeTcs MOCTYIUICHNE Tpernapara,
MaIMEeHTKE He0O0X0IUMO POBOIUTH IIA3MOTEPAITHIO,
MpeanoYTHTEIbHEE B PeKUME I1azMoooMeHa. Bo-
[IPOCHI OTCPOUYEHHOTO HAa3HAYCHUA KyJIu3ymada mpu

HECBOEBPEMEHHO YCTAaHOBJICHHOM JarHO3€ aKyIep-
ckoro al'YC TpebytoT ganpHeimero nuzydaenus. Eciau
nuarHo3 al'Y C, accolMMupoOBaHHOTO ¢ OEPEMEHHOCThIO
U pojaMu, HE YIaJloCh Bepu(pHUIMPOBATH BOBpEMS,
HECMOTPS Ha XapaKTepHYIO0 KIMHUKO-Ta00paTOpHYIO
kaptuny TMA, 4To TOBJIeKIO 3a cO00H OTCYTCTBHE
aJIeKBaTHOM Tepamnuy, U MalueHTKa JOCTHUIIIA O3/~
uux craguit XbI1 B ucxone OIIII, mist onpenencHus
He(poIornUecKoro MPOrHo3a U BEIOOpa nambHEHIeH
TepareBTUYECKONM TAKTUKH HEOOXOTUMO BBITIOJTHEHNE
O6uonicun mouku. HecBoeBpeMeHHast TUarHoCTHUKA
al'YC u oTcpoueHHOE Hadyajo MAaTOTCHETHYECKOM
Teparunu, 00yCIIOBIEHHBIE, B TIEPBYIO OYepeb, HENl0-
CTaTKOM 3HaHUI NPAKTUYECKUX Bpadedl B BONPOCAX
akyuiepckux TMA, npuBOIAT K JIETaIbHOMY HCXOY
moutd y 30% marueHTox.
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BIIMAHNE KETOAHAJ1IOIOB HESAMEHVMbIX AMNHOKWNCI1OT

B COYETAHUM C MAJTOBENTKOBOW AVMETOW HA MPOAYKLIMIO
PEFYJTATOPOB ®OCOOPHO-KAJTbLUMEBOTO OBMEHA —
MOP®OTEHETUHECKWX BEJTKOB: ®AKTOPA POCTA ®UVEPOBJTACTOB
(FGF-23) M AITbOA-KJT0TO (a-KLOTHO) Y BOJIbHbIX C 36—4
CTAONAMIM XPOHNYECKOW BONE3HW MOYEK
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INFLUENCE OF ESSENTIAL AMINO ACIDS KETOANALOGS AND PROTEIN
RESTRICTION TO PHOSPHORIC CALCIUM METABOLISM REGULATORS
PRODUCTION = MORPHOGENETIC PROTEINS (FGF-23 AND KLOTHO) IN
CKD PATIENTS 3B—4 STAGES
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PEDEPAT

LIEJTb UCCJIELJOBAHVIS: oueHka BANSIHUS KETOaHaNoroB HedaMmeHMbIX aMuHokucnoT (KHA) n manobenkoBon aneTbl Ha Npo-
aykupio perynatopoB dochopHO-KanbumeBoro oomeHa — mopdoreHetTnyecknx 6enkos FGF-23 u a-Klotho y 60nbHbIX ¢ 36-4
CTaausMun XpoHudeckor 6oneanun noyek (XbIM). MALUMEHTbI 1 METO/bI. O6cnepoaHbl 50 605bHbIX ¢ XBIM 36-4 ctagusamun
HeanabeTnYecKkon aTMonorum. B 3aBUCUMOCTN OT BapraHTa AneThl BCe O0MbHbIe Oblnn pasaeneHsl Ha 2 rpynnbl. B 1-10 rpynny
BKJItOYEHbI 25 60J1bHbIX, KOTOPbIE B TeyeHne 12 Mec HabnioaeHms cobniogann manobenkoyto anety (MB) — 0,6 r/kr 6enka B
cyTkn 1 npuHnumMmanun KHA (ketoctepun no 1 1abn./5 kr/cyt). Bo 2-1o rpynny Bkoumnnm 25 605bHbIX, KOTOPblE BECb NEPUOL, Ha-
onoaeHna Takke npuaepxmnsanucb MBI, HO No kakMm-nnbo npuyrHam He npuHuManu KHA. Mpynnbl 66111 CONOCTaBUMbI MO
BO3pacTy, oy v cteneHu cHmxkeHns CK®. Hapsay ¢ 00LeknMHnYeckmMm nokasaTensimm y Bcex 6051bHbIX BO BPEMS CKPUHMUHIA
1 yepe3 12 mec HabnoaeHns 6binn nccnepoBaHbl ypoBHU FGF-23, a-Klotho, pocdopa, obuiero kanbums n MNTI B cbiBOpOTKE
KPOBM, a TakxXe NpoBefeHbl OMoMMMneaaHCHbI aHann3a, 9xo-KI, peHTreHorpadusa 6poLLHOro oTaena aopTel B GOKOBO Npo-
eKunn 1 onpeneneHne CKOPOCTU NybCOBOM BONHbI. PE3YJIBTAThI. Hu'y ogHOoro 60nbHOro 1-i rpynnsl B TedeHre 12 mecsues
HEe PerucTpmpoBasnn HapyLleHUs HYTPULMOHHOIO ctatyca. Y 5 60/bHbIX 2-11 rpynnbl, He npuHumaslimnx KHA, oTmedanocbh
cHuxeHre UMT n mbilieyHol Maccebl Tena. Hapsaay ¢ aTmMm, y 605bHbIX 1-14 rpynnbl oTMeYeHbl 6051ee HU3KME ChIBOPOTOYHbIE
nokasatenu MNTI n FGF-23 1 6onee BbicOkMiA ypoBeHb a-Klotho, yem cpeam 60nbHbIX 2-14 rpynnbl. KanbumHatbl B MMokapae 1
aopTe, a Takke HapylleHne aemMndupyoLlen GyHKUUM COCYa0B A0CTOBEPHO Yalle (16% npoTtme 8%, p< 0,05 n 20% npotus
8% cooTBeTCTBEHHO, P<0,01) BbISIBNANM BO 2-i rpynne 60/bHbIX. [1pX 3TOM TONBLKO Y NALMEHTOB 2-1 rpymnrbl OTMEYanoch
[O0CTOBEPHOE HapacTaHWe YacTOTbl KOHLLEHTPMYEeCcKon runepTpodun nesoro xenynoudka (MK ) (32% npotue 16%), 410 06-
paTHo koppenuposano ¢ CK® (r= -0,540; p<0,01). BAKJTKOHYEHUE. MpumeHeHne KHA y 6o5bHbix ¢ XBIMT 36-4C ctagnsamu,
cobniopasunx MB/1, 06ecneymBaeT He TOSIbKO MPOdUNaKTUKY Pa3BUTUS HAPYLLEHWIA HYTPUTUBHOIO CTaTyCa, HO U CNOCOOCTBYET
6onee apdekTnBHOMN KOppeKkLmn rmnepdocdareMmnn, rmnokanbLMEMNN, CHUXEHWIO runepnpoaykunmn FGF-23 n ysennyeHnto
npoaykuuu a-Klotho. MoBbilweHne ypoBHS a-Klotho B cbiBOpoTke KpoBW y 06CneaoBaHHbIX HaMK naumMeHToB 00ycnoBnvBano
YMEHbLLEHNE YacTOThbl KanbLuMdUKaLMm cepaLa U cocyaos, a Takke GOpMUPOBAHUS KOHLEHTPMYECKOrO PEMOAENINPOBAHMS
Mrokapga nesoro xenyno4ka cepaua.

KnioueBble cnoBa: xpoHuyeckas 60/1e3Hb NoYek, KeToaHanorn HezameHNUMbIX aMUHOKUCTOT, dakTop pocta dnbpobnacTos-23,
a-Klotho, napatropmoH, aKktonmnyeckas kanbuydukaums.

ABSTRACT

AIM: to evaluate the influence of essential amino acids ketoanalogs (EAAK) and low protein diet (LPD) to production of phosphoric
calcium metabolism regulators — morphogenetic proteins FGF-23 and Klotho in patients with chronic kidney disease (CKD)
stages 3B-4. PATIENTS AND METHODS: The study included 50 nondiabetic CKD stage 3B-4 patients which were divided into

Munosanosa JLIO. Ten.: +7-916-164-14-00; E-mail: ludm.milovanova@
gmail.com
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2 groups depending on the diet type. Group 1 (n=25) got LPD-0.6 grams/kg /day and took EAAK - Ketosteril 1 tab./5 kg/day
within 12 observation months; Group 2 (n=25) was comparable to the 1st group by age, sexand GFR reduction degree, also held
LPD, but did not take EAAK. FGF-23, alpha - Klotho, phosphorus, total calcium and parathyroid hormone (PTH) serum levels
were examined, bioimpedance analysis, echocardiography, abdominal aorta radiography in lateral projection and pulse wave
velocity were performed in all patients at the screening time and after 12 months follow. RESULTS: None patient of the Group 1
were recorded nutritional status disorders, while in Group 2 five patients marked nutritive disorders: decrease in muscle mass
and body mass index. In addition, CKD patients in Group 1 had lower serum PTH, phosphorus and FGF-23 levels (p<0,05) and
higher alpha-Klotho serum levels, than patients in Group 2. Heart and aorta calcification, as well as blood vessels damping
function violation were detected significantly more [8% versus 16%, p <0,05 and 8% versus 20%, p <0,05, respectively] in 2nd
Group patients than in the 1st. Wherein, there was a significant concentric left ventricular hypertrophy degree increase (16% vs.
32%) in Group 2 patients, that was inversely correlated with GFR (r=-0,540; p<0,01). CONCLUSIONS: EAAK application in CKD
stages 3B-4 patients receiving LPD provides not only prevention of nutritional status violations, but also contributes to a more
effective correction of hyperphosphatemia, hypocalcemia, decrease hyperproduction of FGF-23 and increase production of
alpha-Klotho. Increase of alpha-Klotho production in serum led to reduction in both heart and blood vessels calcification and
concentric remodeling of left ventricle myocardium.

Key words: Chronic kidney disease, essential amino acids ketoanalogs, fibroblast growth factor-23 (FGF-23), alpha-Klotho

(Klotho), parathyroid hormone (PTH), ectopic calcification.

BBEAEHUE

B psne nccnenoBaHuii NOCIEAHUX JIET TIOKA3aHO,
YTO TIOBBIIMIEHWE MpOAyKIuH octeomuTamMu FGF-23
npu nporpeccupoBanun XbII npsimo koppenupyer ¢
TUChYHKINEH SHAOTENNs, BBIPaKEHHOCTBHIO aTepo-
CKJIepo3a, TunepTpodueii JIeBOTo KEeTyqouKa Cepi-
na (ITDK), kanenudukamueii cCocynucTo CTCHKH, a
Taxke ypoBHeM nporennypun [1-3]. Tak, yBenmue-
HHE KOHIICHTPAIlMK B CHIBOPOTKe KpoBu FGF-23 y
MMaIIHEHTOB CO CKOPOCTHIO KITyOOUKOBON (DHIBTPAITAN
(CK®) menee 60 Mi/MHH TTOYTH B 6 pa3 MOBBIIIAJIO
PHUCK pa3BUTHS aTepockieposa [4].

YCTaHOBIIEHO, YTO YBEIMYEHHE CHIBOPOTOYHOTO
ypoBHsI FGF-23 sBnsieTcss KOMITIEHCAaTOPHOW peakIin-
el Ha perennuio dhocdopa, HAOIIOMAEMYIO TIPH TIPO-
rpeccupytomem cHmwkennn CK® [2]. B mocnemnnee
BpeMs JOITyCKalOT, UTO MOBBIMIeHne YpoBHSI FGF-23
MIPOMCXOINT MPEUMYIIIECTBEHHO BTOPUYHO B PE3YITb-
TaTe CHIDKEHUS TodeuHou npomaykimu o-Klotho, xo-
TOPBIH CITy’)KHUT Ko-perientopoM st FGF-23 [4].

B camwxennn sxcnipeccnn a-Klotho B moukax nmpu
XBII mMoryT uMeTh 3HaY€HUE HIIEMHS, OKCUIATUB-
HBIA CTpecc, MOBBIIIEHUE YPOBHA aHruoTeHzuHa II,
BOCMaJIeHne, OeIKOBO-IHEepreTnyecKkasl HeJ0CTaTod-
Hocth (BOH) [5]. DkcnepuMeHTanbHOE MTOBPEKIIES-
HHe TeHa, KOIUpyromero skcmnpeccrto 6enka Klotho,
y MbIIIEH BbI3bIBAET OKCUJATUBHBIN CTPECC, COCY/IU-
CTYIO KaJIbIIU(UKAIUIO, TATOIOTHIECKHE TIEPEIOMBI,
CHUHIPOM TPEXKACBPEMEHHOTO cTapenus [6]. Hampo-
THB, afiekBaTHas npoaykius o-Klotho obecieunBaer
AHTHOKCHIAHTHBIA, aHTHAMIONITOTUYECKUH >(PPEKTHI
1 TIPETSITCTBYET MPEKIACBPEMEHHOMY cTapeHuto [7].
3aMe4yeHo, YTO MPOIECCHl, COMYTCTBYIOIIHE TIPO-
rpeccupoBanuio XBII, cxoaHbl ¢ mpolieccamMu CTa-
peHHsl OpraHW3Ma B IIEJIOM, HO IMPOUCXOMST YCKO-
peHHbIME Temniamu. Tak, maruenT 30 JeT, moayJaro-
A JUaTU3HYI0 TEpaIruio, UMEET PUCK CMEPTH OT
CEPAEUYHO-COCYUCTHIX OCI0KHEHUI SKBUBAJICHTHBIN
75—-80-neTHeMy denmoBeKy U3 oOIeit mormyssuu [4].
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[MoBsiiennas sxcrpeccus o6enka Klotho B skcriepu-
MeHTe o0ecreunBalia Kak oueuHylo, TaK 1 CepIeYHO-
COCYIHCTYIO TPOTEKIHIO [6].

PazpaboTka crpareruii, HarpaBICHHBIX Ha CHUKeE-
Hue nponykuuu FGF-23 u yBenuuenue npomgykuuu
a-Klotho B opranusme, MOXET 3aTOPMO3UTH TEMITbI
nporpeccupoBanust XBbI1 u hopmupoBanus cepiedHo-
COCYJIUCTBIX OCIIOKHEHUH.

B 37011 cBSI3M 11eNbIO HAILIETO UCCIIEOBAHHS OBLIO
onenuts BiussHue KHA 1 orpaHnyeHus: muIieBoro
Oeika Ha MPOAYKIHUIO perynsitopoB dochopno-
KaJbIIMEBOTO OOMEHa — MOP(OTreHEeTUIECKHX OEIKOB
FGF-23 u a-Klotho y 60sbabIX ¢ XBI1 354 cramusmu.

NMAUMEHTbI U METOADbI

O6c¢cnenoBano 50 GombHBIX (30 Myx4yuH u 20
JKeHIIHH, B Bo3pacte oT 18 mo 65 ner) ¢ XbII 364
CTaausIMHU, COOMIONABIIUX B TeueHHe 12 MecsIes
manobenkoByto auety (MBI) — 0,6 r/kr Gemnka B CyTKH.
[TarmenTtos pacripeaenuiu Ha 2 rpynnsl. B 1-1o rpymmy
(OCHOBHAs IpyTIa) BKIIOYIIN 25 OONBHBIX, TOTIOIHU-
tenbHO nprHUMaBmX KHA — Kerocrepui o 1 tabin./5
KI/CyT. 2-10 Tpyniy (rpyrmna cpaBHEHHsI) COCTaBHIH
25 6onbHbIX, He npuHMaBmKX KHA no kakum-imoo
npuauHaM. [pynmb ObUTH COMOCTaBUMBI TTO BO3PACTY,
noiy u crenenn cHwxenus: CK®. [Mpuunnoit XbII y
26 GONBHBIX OBLT XPOHUYECKHUH TIIOMEPYIOHeQPUT U Y
24 — tyGynountepcTuiranbbiil HepuT. Cramn XBI1
OTIpeeNisuId B cOOTBeTCTBUM ¢ Kputepuamu KDIGO
(2012). CK® paccuutsiBanu no ypasaenuo CKD EPL

VY Bcex manueHToB 1-i u 2-if rpymnibl ObUT U3y4eH
ceiBopoTouHbIil ypoBeHb FGF-23 (Human FGF-23
ELISA kit ¢ ucnonb3oBaHuEM MOHOKJIOHAJIbHBIX aH-
TUTeN K nonHoi Monekyne FGF-23) u nupkynupyro-
mieit popmel Klotho (Human soluble anbda — Klotho
ELISA kit ¢ Habopom anTu — Klotho anTuren). 3adop
LENBbHOM KPOBH BBITIONHSUIA B TIEPUOJ CKPHHUHTA H
yepes 12 MecsLeB nocie Hayaia ucciaenosanus. Lensb-
HYIO KPOBb LIEHTPU(YTUPOBaIN B TeUeHHE 15 MUH cO
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ckopocthio 30 000 06/muH. [TomydeHHYIO CHIBOPOTKY
3aMOpaXMBAJIM M XPaHWIH TpH Temieparype —28°C
JI0 HAKOTUIEHHS HEOOXOIMMOT0 KOJINYeCTBa Mpo0o.

VY Bcex OOJBHBIX COOMPATN MOAPOOHBIN aHAMHE3
Y aHAJIMU3UPOBAIN CUMITOMBI C LEJBI0 YCTaHOBIIE-
Hus stuonorun XbBII, conmyTcTByrolei naTosoruu
CepJeYHO-COCYANCTON CUCTEMBI, UTUTEIBHOCTH apTe-
pHaTBHON TUIIEPTOHNH, PACCUNTHIBAIIU CTETICHb CHU-
keaust CKO, orneHnBamy HalIW4IUe W BHIPAKEHHOCTH
KOMIIOHEHTOB CHHJpOMa OeIKOBO-IHEPreTHUeCKON
Henocrarounoctn (BOH) Ha ocHoBanuu OuommIie-
naHcHoro aHanmza (ammapar «Tanita», CILIA) ceiBo-
POTOYHOTO YPOBHS anbOyMUHa U TpaHcheppuHa.

B nccnenoBanum, npoBeIcHHOM HAMH paHee, ypo-
BeHb FGF-23 B criBOpoTKe KpoBHU y 20 3M0POBBIX J10-
OPOBOJIBIIEB COCTABIIL, B cpemHeM, 13,0+3,6 [8,3-15,5]
nir/mit, o-Klotho — 1249,5+14,9 [897—-1585] nir/mu [8].

O HapylieHur MUHEPATbHOTO 0OMEHa CYIIWIIN TI0
CBIBOPOTOYHOMY YPOBHIO 0011Iero Kajbius, hochopa
u naparupeounnoro ropmona (I1TT), onpenensemoro
METOJIOM UMMYHOXUMHYECKOTO aHaln3a (Y 340POBBIX
i — 16-62 nr/mi; 1,76—6,82 nmons/in). Pexomen-
JlyeMBbIii 11€JICBOH YPOBEHb OOIIEro Kayiblius U ¢oc-
¢dopa cocrasisut 8,4—10,0 mr/mi [2,1-2,5 MmMoub/i ] u
2,7-4,6 mr/mn [0,87—-1,49 MMoiIb/11] COOTBETCTBEHHO
(pexomenmammu KDIGO 2009 r.).

VY Bcex OOJBHBIX ONpENeNsii HaTudnue Kaiblu-
HaTOB B KJIallaHaX cepjla M aopTe (COOTBETCTBEHHO
Ha OCHOBaHHH dXOKapauorpaduu U peHTeHorpaduu
OpIOIIHOTO OT/EeNa a0PTHl B OOKOBOM MPOEKITHH); O
CTeTleHH HapyuieHus nemidupyromeii GyHkuuu ap-
TEpUH CYIWIN HA OCHOBAHWU U3MEHEHUS! CKOPOCTH
mysbcoBoi BoaHbI (CIIB), onpenensieMoii ¢ moMoIbo
npubopa «Sphygmocor» («SphygmaCor ArtCor»,
ABcTpanus).

st koppeknuu runepdocdaremrn 36 nanueHToB
MOJTyYany KaJbIs KapOOHAT, PH 3TOM CyMMapHas
J103a AJIEMEHTAPHOTO KaJbIUs, UCTIOIB3YyEMOTO st
cBsi3piBaHMsl (hocdopa, MOCTYNAIOIIEero ¢ MUIIEH, He
npesbimana 1,5 r/cyt 14 GONBHBIX ¢ TOH Ke IENbIo
MIPUHMMAJIH CeBellaMepa THAPOXIOpU B 1o3e 1 Tad.
(800 mr) 3 paza/cyT ( Bcero 2,4 r/cyT).

Craructriyeckuii aHaJIu3 MOyYeHHBIX PE3YJIBTaTOB
TIPOBOJIMIIN C UCTIONB30BaHMEM CIEIINAIN3UPOBAHHOTO
nakeTa MpUKJIaHbIX porpamm «SPSS Statistics 17.0»
(«SPSS Inc: An IBM Company, Chicago, I11», CLLIA).
JlaHHbIe TipeicTaBIIeHBI [TPU HOPMAJILHOM pacrpesesne-
HHH B BUJIE CPEIHETO apUPMETHICCKOTO+CTaH/IapPTHOE
otkiioHeHne (M+SD), npu acuMMETpUYIHOM — B BHJIE
MeJuaHa M WHTEpKBapTUIbHBIN pasmax (Me, 25%
KBapTWb; 75 KBapTWib). [ cpaBHEHUS Koluue-
CTBEHHBIX JAaHHBIX Ucronb3oBaidu U-tect MaHHa-
Yutau unn t-xpurepuit Ctoronenta. s cpaBHeHus
KaueCTBCHHBIX JIAHHBIX MPUMEHSUICS TOYHBIH KpH-
tepuii umepa. OUEHKY CHIIBI CBSI3U MEXAY KOJH-
YEeCTBEHHBIMH NMPU3HAKAMHU TPOBOAMIN C TTOMOIIBIO
panrosoro ko3ddunuenra koppensuuu (Rs) Crmp-
MeHa win kodddunnenta koppessiuu (r) [Tupcona.
HyneByto cTaTUCTHYECKYIO THTIOTE3Y 00 OTCYTCTBUU
paznuuuii u cBszert orsepraiu mpu p<0,05.

PE3YJIbTATbI

Cpenu HaOMIOMaeMbIX HaMU OOJBHBIX 1-1 TpyIITIBI
(n=25), nomyuasimux Mb/] B couetanuu c KHA, mpu-
3HAKOB HYTPUTHUBHBIX HAPYIIICHUI 3a BpeMs HaOutozie-
HUS 3aperucTpupoBano He ObuIo (Tabmuia). B To xe
BpeMsi, y 5 OONbHBIX (3 MYXYMH U 2 KEHIIUHBI) 2-i
rpymmsl, He mpuHuMaBInx KHA, ormeuanocs cHrxke-
ane UMT mo 17,9-18,0 kr/m? (mopma 18,5-24,9 kr/
M?), B TOM YKCJIC MBIIIIEYHON MacChI Teja y My>K4HH 710

XapakTtepuctuka ob6cnenosaHHbIX nauueHToB ¢ 36—4C ctaguavu XBI

[MokazaTenb 1-a rpynna (n=25) 2-a rpynna (n=25)

MBA+KHA (KeTtoctepwun ) MB/,

CKPUHWUHT Yepes 12 mec CKPUHWUHF Yepes 12 mec
UMT, kr/m? (M+c) 19,0+5,7 20,4+6,1 19,5+ 18,3+11,4
XXupoeasi macca Tena, % M 18,9+8,9 M 18,6+7,8 M 19,0+8,1 M 17,7+9,5

XK 24+9,6 XK 25+11,2 X 25+9,6 X 20+8,9
MebiweyHas macca Tena, % M 35+7,3 M 35,2+8,2 M 34,8+8,1 M 31,6+11,5

K 26+9,6 K 26,3+8,9 XK 25,4+7,9 X22+12,1
CAL, mm pT. cT. (M%£0) 150+11,7 140+10,9 145+9,6 155+12,3
OAL, Mmm pT. cT. (M%£0) 90+9,8 80+8,6 90+9,9 98+9,4
docdop cbiBOpOTKM KpOBU, Mr/as (M*c) 5,8+0,9 5,0+07 5,2+1,1 6,3+0,9
Kanbuuii o6wmin celBOPOTKM KpOBU, Mr/an (Mc) 9,5+0,8 9,8+0,9 9,6+1,3 8,5+1,9
MTT, nr/mn (Mto) 70+11,1 110+12,9 68+15,1 140+16,5*
FGF-23, nr/mn (M+c) 520+11,8 670+13,6 512+15,3 1025+23,1*
a-Klotho, nr/mn (Mc) 322+12,7 645+11,2* 393+15,4 220+9,8
KanbuuHaThl B KnanaHax cepgua v aopte, yen. (%) 1(4) 2(8)* 1(4) 4(16)**
HapylieHve gemndupytoLern GyHKunm aptepuit, ven. (%) 1(4) 2(8)* 1(4) 5 (20)**
KoHueHTpuyeckas [TDK, yen. (%) 3(12) 4 (16) 4(16) 8 (32)*

MpumeyaHre. Pasnuyums nokasartenel CTaTMCTUYECKM 3Ha4MMbl MO CPABHEHMIO CO CKPUHUHIOM: * p<0,05; p<0,01.
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PucyHok. MNokasaTtenu yposHs M, FGF-23 n a-Klotho B cbiBOpoT-
Ke KpOBM B rpynnax 60nbHbix ¢ 36—4 ctagmuamu XBI1 B 3aBMCUMO-
CTW OT MCMNOJIb3YEMOr0 BapuaHTa fiedenuns (n=50).

29-30% (mopma 31,1-39,1%), y xenus 10 23-23,5%
(mopma 24,1-30,1%) (cM. Tabnuiy).

[Ipu >TOM y GONBHBIX 1-i Tpynmbl, JOMONHSIB-
mux MBJI KHA, ynanocs 1ocTuub U noaaep>KuBaTh
ypoBeHb Heopranudeckoro docdara (2,74,6 mr/am,
0,87-1,49 mMonbw/n1 ) u obmero kampuus (8,4—10,0
mr/mi; 2,1-2,5 MMOJIB/T ) B CBIBOPOTKE KPOBH C HC-
MOJIb30BAaHUEM MEHBIINX 7103 (OChaTCBI3BIBAIOIINX
npemnaparoB (kapbonat xameius 1000 mr/cyT, cee-
namepa ruapoxiopus 1600 Mr/cyT, Mo cpaBHEHHUIO CO
2-ii rpynmoi 60mpHBIX (cooTBeTcTBEeHHO — 2000 MI/
cyT u 2400 mr/cyT), kotopsle codmonanu MBJL, Ho 6e3
npuema KHA. Bo Bropotii rpymne Obliiv NaneHTsl, 10-
CTHTIIHE 1IeJIEBOTO YpoBHsI (hochopa, HO C IOMOIIIHIO
OonbIKX 7103 ocdaTcBI3bIBAIOIINX PENapaToB.

Hapsiny ¢ aTum, y 6051bHBIX 1-1 TpYIIITBI OTMEUYEHBI
cratucTuiecku 3HaunMo (p<0,05) Gonee HU3KHE TO-
kazarenu [ITI" u FGF-23 u Gonee BRICOKUIT YPOBEHb
a-Klotho B cbiBopoTKe KpOBH, YeM cpen OOBHBIX 2-i
IpyIms! (CM. TabJHILy, PUCYHOK).

Kanbrmnarsl B ceptie 1 aopTe, a TAKKe HapyILIeHUEe
aeMndupyromei GyHKIH CoCy10B JOCTOBEPHO YaIlle
(16 mporus 8%, p< 0,05 u 20% npotus 8% cooTBeT-
cTBeHHO, p<0,01) BbIABIAIN BO 2-ii rpyIIe OOJIBHBIX,
4yeM B 1-ii (cM. Tabnuty). [Tpu 3ToM y manueHToB 2-i
IPYIIIBI OTMEYATIOCh TOCTOBEPHOE HAapacTaHUEe YacTo-
ThI KoHIIeHTpu4eckoi [JIXK (32% nporus 16%), 06-
parHo koppenupytoiiee co CKD (Rs=-0,540; p<0,01).

OBCY>XAEHUE
HOJ’IylleHHI)IG HaMHM pE3YJIbTAaThl COITIACYIOTCS C
OHY6HI/IKOB3HHLIMI/I B mocjeaHee BpEMs NaHHBIMU
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SKCIEPUMEHTAIBHBIX U KIIMHUYECKUX HCCIIeIOBAHUM,
YKa3bIBAIOIIUX Ha IICHOTpoIiHbIe 3P dekTsl MOpdho-
renetudeckux O0enkoB — FGF-23 u nupkymupytomieit
dopmer a-Klotho, cpenn koTopbix ocoboe 3HaueHHE
TIPUAAIOT X ACCOLMALIUY C (haKTOpaMU HapyIIEHHS HY-
tputuBHoro craryca (bOH) [4, 8]. B nmocneanee Bpems
Bce Ooliee yOeIuTeIbHBIM IPEACTABISICTCS TIPETIONO0-
JKeHHE O TOM, YTO HyTPUTHBHBIE HapyIICHUs IO Mepe
nporpeccupoBanyst XbII nporcxomsiT napajiensHo ¢
Hapymernem cootnomenus: FGF-23/ a-Klotho.

Ilo manHBIM HaIero KcciaeI0BaHusA, IPUMEHEHUE
MBI tonbsko B couetannu ¢ KHA y 6onbubix ¢ 364
cramusimu XbI1 mo3BonseT mpopuIakTUpOBaTh pas-
BUTHE HApPYIICHUH HYTPUTUBHOTO CTaTyca, a TaKke
ctumyinpoBath dkcrpeccuto a-Klotho. Tpu stom
3HAUYNTENILHO PEe)Ke BBIBIISAIN KAJIBLIMHATHI B CEPLIE U
aopre, a Tak)Ke HapyIlIeHne eMrupyronel GyHKIun
cocynoB U (hopmupoBanue koHueHTpuyeckon [TDK.

CormnacHo COBpEMEHHBIM JaHHBIM, OJJHIM U3 BaXK-
HBIX (PU3UOTOTHYECKUX CTUMYIIOB cekpernu FGF-23
OCTEOIMTAMHU SIBIIETCS IUETa C U30BITOUHBIM CO-
nepxanuem gocdopa [3, 4]. [loseimenune FGF-23
MPUBOAUT K TMOJABICHUIO CHHTE3a KaJbLUTPHUOJIA
B TMOYKAaX, YTO, C OJAHOH CTOPOHBI, CIIOCOOCTBYET
CHIDKCHHUIO BcachiBaHMsl pocdopa B KUIIEUHUKE, a C
JIPyTOil — MPOBOIMPYET Pa3BUTHE TUMOKAIBIIUEMHUH,
SABJISIOIICICS CTUMYJIOM JJIS aKTUBAllMM CEKpPEeLnu
IITT. IToatomy npoduinakruka runepdocdaremun u
TUIOKAJIbLUEMUH IIpHU NporpeccupoBanuu XbII sBis-
FOTCS IPUOPUTETHBIMHU HAITPABICHUSAMHU COBPEMEHHON
KapInoHe(PpOTPOTEKTUBHOM cTpareruu [9].

B nocrymnHoii HaM UTEepaType Mbl He HaIUTA 00b-
SICHCHHSI MeXaHn3MoB JeiicTBus KHA Ha mpomykiuro
FGF-23 u a-Klotho npu XBII. [To Hamum JaHHBIM y
6onbHBIX ¢ XBII 3b—4 cranumii, normonasBmux MBJ]
kanblueBbiMU cosisimu KHA, ynmamock goctuyb u
MOJJIEPKUBATh YPOBEHb HEopraHmueckoro Qocgara
B CBHIBOPOTKE KPOBH, C HCIIOJIH30BAHHEM MEHBIINX
103 Qochar-cBA3bIBAIONINX MPENapaToB MO CpaBHE-
HUIO ¢ OONBHBIMHU, KOTOphie cobmomanu MBJl, Ho
KHA we npunnmanu. CoxpaHEHHE IEJICBOTO YpPOB-
Hs (bocdaToB M KaJIBIHsI B CHIBOPOTKE KPOBU MOYKET
OBITH (aKTOPOM, CACPKUBAIOIIUM THUIICPIIPOTYKIIUIO
FGF-23 u yMeHbIIaIoMmuM pUCK IKTOMUYECKOH Kajlb-
mudukanun u paszutus FGF-23-3aBucumoii [JIK
npu XbIl 3b—4 craguii. Menee mOHATHOI OCTaeT-
csl acconmanus ypeiamdeHus npoxyknuu o-Klotho
C JUIUTENIbHBIM MpUEeMOM KasbllueBbix cojei KHA.
N3BecTHO, 4TO B CHEKTp MapakpUHHBIX (YHKIAN
a-Klotho BXouT akTHBaIUs PEIENITOPOB KalbIHe-
BbIX KaHajoB (TRPVs), oco6erno TRVPS u TRVP6.
TRVPS pacnonaratorcsi nperMyIiecCTBEHHO B JHC-
TaJbHBIX MOYEYHBIX KaHAIbLIAX W MPUHUMAIOT y4a-
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cTHe B peabcopOrun Kaimbius B moukax. TRVP6 sxke-
MIPECCUPYIOTCA B KJIETKAaX KHUIIEYHOTO SMUTENHs, T1e
YY9aCTBYIOT B MHTECTHHAIBLHOW abCOpOIMH KaIbITUs
[10, 11]. ¥V wmbime#t ¢ nedekroM 3KCIpeccHH IeHa
0-Klotho BBISBISUIM TOBBIIICHHE CHIBOPOTOYHOIO
ypoens 1,25(0OH),D,, dochopa u kampuus [6, 7].
[Mpunumas Bo BHUMaHue ydactue o-Klotho B obe-
CIIEYEHHUH TOCTOSHCTBA IIA3MEHHON KOHLIEHTPALUU
KaJIBIUsl TIyTEeM U3MEHEHHsI ero peabcopOIuu B 10Y-
Kax U KUIIEYHUKE, MO)KHO TIPETOI0KNTE, YTO B pe-
3yIbTaTe mpreMa KaiabIueBoIX coneit KHA Bo3morkHa
crumyisnust nponykuuu o-Klotho amst mpemynpe-
JKJACHUSI Pa3BUTHUS AMH300B TPAH3UTOPHOH THIIEp-
KaJIbLINEMUH ITpU niporpeccupoBaHuu XbII.

Mopdodorenerndeckuii nporeud o-Klotho npen-
CTaBIsieT COOOM TOT peuaiinuii cydaid B OHOIOTHH
MJIEKOITUTAIOIINX, KOT/1a OUH-EIMHCTBEHHBIN OEJIOK
CTOJIb CYIIIECTBEHHBIM 00pa30M BIIUSIET Ha MPOIOIKU-
TEJILHOCTB )KU3HU U CBSI3aHHBIC C 3TUM (PU3HOJIOTHYC-
CKHe€ TIPOIIECCHI.

PacimmdpoBka MEXaHU3MOB pear3aIiy JCHCTBHS
KHA na nponykuuto FGF-23 u a-Klotho y 6051bHBIX €
XBII pacimpsieT noka3aHus K HA3HAYEHHIO UX C LIEIbI0
IPOPHUIAKTUKY CEPIACYHO-COCYIUCThIX OCIOKHEHU. B
JUTEpaType MOCIEAHNX JIET B KOMIUIEKCEe Mep Mpodu-
nakTHKy 1 stedennst BOH n skronmueckoit Kanbipduka-
nun y naieHToB ¢ XBIT o0cyxnaercst HeOOXOMMMOCTh
pa3pabotku anTUFGF-23-antuTen u mpenaparos s
cTuMyISIIuu nipoaykimu 6enka a-Klotho.

SAKJTHOMEHUE

Taxum 06pa3om, orpaHndeHue OeKa B TUETE CO-
orBeTcTBeHHO craauu XbBII ¢ npumenenuem KHA
(keTocTepui) SBISCTCA HEOOXOIMMBIM yCIOBUEM
MUHUMH3ALUHT HApYIIEHHUS IPOAYKIIMH MOP(OTeHETH-
yeckux 6enxoB FGF-23/Klotho y 6ompHbIx ¢ 3—4 XBI1.
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Cnucok cokpaneHmii

AB — arpuoBeHTpuKyIApHas (010Kaga, TPOBOJUMOCTD)

AJl — apTepuanbHOe JaBiIcHUE

AJIl" — aHTU Ay pETHYECKHI TOPMOH

AUVK — ammapar UCKyCCTBEHHOTO KPOBOOOpAIleHUs

AKII — aopTOKOpOHAPHOE LTYHTHPOBAHUE

AHIIA — aHTHHEHTPODUIBHBIE HIUTOMIA3MAaTUYECKUE ayTOAHTH-
Tena (ayToaHTUTENa K HUTOILIa3Me HelTpoduiion)

AT II — anrnotensun 11

ADC — antrdochoaumuIHbIN CHHAPOM

AIILL — N-anerTninucTeuH

AUTB — akTUBHPOBAaHHOE YACTUYHOE TPOMOOTIIIACTHHOBOE BpEMS
BKK — G110KaTophl KanbLUEBbIX KaHATIOB

BITHC — 6picTponporpeccupyromuii HeppuTHIECKU CHHAPOM
BPA — GrokaTtopsl perientopoB aHrnoTeH3uHa 11

BOH — 6enxoBo-3HEpreTUyeckas HeIOCTaTOYHOCTh

BIIB — BepxHss nonas BeHa

I'BM — momepynsapHas 6a3zanbHas MemMOpaHa

Il — remonunanus

I'1® — remoanaduasTpanus

[JIIIC — remopparuyeckas ITUXopaaKa ¢ TOUYeYHBIM CHHIPOMOM
I'MK — m1agkoMBblIIeYyHble KIETKH

I'H — romepynonedpur

I'PC — renatopeHanbHbIN CHHAPOM

I'YC — reMonIUTHKO-ypeMUYECKUN CUHAPOM

I'OK — ruipoKCHITHIKpaXMaJIbl

J3JIA — naBneHue 3aKIMHUBAHU JETOYHON apTepuu

J3JIK — naBneHne 3aKIMHUBAHUS B JIETOUHBIX KaMIIIAPax

JAU1 — noBeputenbHbII HHTEPBA

JK — neHapuTHbIC KISTKU

JIIII — naBnenue B mpaBoM IpeaCcepAUU

3T — 3amecTUTEIbHAS TOYCUHAS TEPATIH

HAII®D — HHrUOUTOPB! AHTMOTEH3UHITPEBPALIAIONIETO (pepMEHTa
MBJI — vckyccTBEHHAss BEHTWIIALUS JIETKUX

HWPII — nemuyeckoe perepdy3noHHOE MOBPEKICHHE

WUTH — nmemuyeckuii TyOyIsSpHBII HEKPO3

DA — ummyHO(DEpMEHTHBII aHATH3

XA — ummyHOXpoMaTorpaduieckuii ananms

KHU-OIIIT — koHTpacT-UHIyIUPOBAHHOE OCTPOE MOBPEKACHUE
ToYeK

KUVII — koHTpacT-UHTEHCH(DUIIMPOBAHHAS YIBTPACOHOTpadHs
ToYeK

KKOC — kny6oukoBo-KaHasbLieBas 00paTHas CBA3b

KOC — knucnoTHO-0CHOBHOE COCTOSTHHE

KPC — xapanopeHalbHbIi CHHIPOM

KT — kommbrotepHast Tomorpadust

K® — kimy6oukoBast punbTpanus

K®O — xommekcHoe (yHKIIMOHATIbHOE 00CIeI0BaHUE TOYEK
JIAT" — nakratnernaporexasa

JIIIC — aumomnonucaxapuibl

MM — monekynsipHas Macca

MO — mo4eBast 00CTpyKIHS

MO/l — MUHYTHBII 00BEM AbIXaHUSA

MIITH — mem6pano-nposidepaTuBHbIN rIoMepy1oHeGpUT
MPT — MarHUTHO-pE30HAHCHAsI TOMOTpadust

MT — macca Tena

HHA — HeHapkoTHYeCKne aHaJIBIeTHKH

HIIB — HuxHss nonas BeHa

HIIBII — HecTepouaHble TPOTUBOBOCHIANIUTENBHBIE ITPENAPaThl
HIT3T — HenpepbIBHAS MOYEYHAS 3aMECTUTENbHAS Tepaus
OBII — ocTpast 60ne3Hp MOYeK

OI'TIC — ocTpbIii TeM-MTUTMEHTHBIH CHHIPOM

OUH — ocTpblii HHTEPCTULMANBHBIH HEYPUT

OUTH — ocTpslii HiteMu4ecKuii TyOyIApHBIA HEKPO3

OKH — ocTpblif KOPTHKAJIBHBIH HEKPO3

OKPC — ocTpblii KapaHOpeHaIbHbIN CHHAPOM

OM — oObem Moun

OHC — ocTpslii HeppUTHUECKUIT CHHIPOM

OIIH — ocTpast modedHast HeIOCTaTOYHOCTh

OIIIT — ocTpoe moBpexIeHUE MOYEK

OIICC — obuiee nepudepuyeckoe COCyIUCTOE COPOTUBIICHHE
OPJIC — ocTphlii peciupaTOpHBIH JUCTPECC-CUHAPOM
OPUT — otnenenne peaHMMaIMy ¥ MHTEHCUBHOW TepaIruu
oPTIIX — ocTpas peakiys TpaHCIIJIAHTAT IPOTUB XO35IMHA
OCH — octpas cepaeyHas HEJOCTaTOYHOCTh

OTHH — octpslii TyOyIOMHTEPCTUIHANBEHBINA HEQPUT
OTUHC — TyGy10MHTePCTUIHATBHbIH HEPPHUTHUSCKUI CHHIPOM
OTH — ocTpblif TyOyIApHBII HEKPO3

OTTH — ocTpslii TOKCHYECKUH TyOyISpHBII HEKPO3
OLIK — 06beM UPKYIUpYIOLIel KpOBH

OLII — o0beM HUPKYIUPYIOIIEH M1a3MBbl

/5K — MOAKOKHO-)KHPOBasi (KJIeTyarKa)

I1J1 — nepuToHeabHBINA AUATN3

[TJIKB — rmosioxutensHOe AaBJIeHHE B KOHIIE BbIIOXA

MM ST — noaumopHO-sAEepHBIE TEHKOLUTEI

[THI" — mapokcu3ManbHasi HOYHAS TeMOIOO0YIMHYPHS
[1OJI — nepexucHOE OKHUCIEHUE JTUITUI0B

[TOIIII — npepenanbHOE OCTPOE MOBPEXKICHUE TOYEK
[P — nonumepa3Has 1enHas peakuus

PAAC — peHHH-aHTHOTEH3UH-aJIb0CTEPOHOBASI CUCTEMA
PAC — peHNH-aHTMOTEH3UHOBAs CHCTEMA

P/ICB — pecniupaTopHBIii AUCTPECC-CHHAPOM B3POCIIBIX
PKU — panioMu3upoBaHHOE KIMHUYECKOE UCCIEA0BAHNE
PKC — peHTreHOKOHTpACTHBIE CPEACTBA

PMA — peakiusi MUKpOArnItOTHHALIUN

PCK — peakuusi cBA3bIBaHUS KOMIUIEMEHTA

PT —pocr

PTIIO — peakiust TpaHCIIIAHTAT IPOTHUB OITyXOJIU

PTIIX — peakuust TpaHCIIAHTAT IPOTUB XO35IMHA

CB — cepaeunslii BBIOpoOC

CJ1 — caxapublif auadet

C3II — cBexxe3aMOpOXKEeHHasI I1a3Ma

CUAT — cunapom nHTpaaOIOMUHAIBHON THIIEPTEH3UN
CHUU — cTporuii HOHHBII HHTEPBAI

CK — cucrema KoMIMIEMEHTa

CKB — cucremHas kpacHasi BOT4aHKa

CK® — ckopocth Ki1y00uKOBO#l (QHIBTpALK

CJIOK — cuHapOoM Iu3Hca OMyXONIEeBBIX KIETOK

CH — cepreunast HeIOCTaTOYHOCTD

CHC — cummnarnyeckas HepBHas cucTeMa

COC — cuHIpOM OOCTPYKIMK CUHYCOUIOB TIEYEHU
CCBO — cHHAPOM CHCTEMHOTO BOCIIAJIUTEIIFHOTO OTBETA
CCBP — cuHIpOoM CHCTEMHO BOCTIAINTEIBHON peakLul
CXAD — cHHApPOM XOJIECTEepHHOBOM aTepoIMO0Inn

TBM — ty0OynsapHas Oa3anbHast MeMOpaHa

TI'CK — TpaHCTIIaHTaIHs] TeMOTIO3THYECKUX CTBOJIOBBIX KIETOK
THH — TyOyaoHHTepCTHLIHATIBbHBII HEQpUT

TMA — TpomOoTHUYecKasi MUKPOAHTHOMATHS

TITH — TepMuHanbpHast noyeyHas HeJOCTATOYHOCTh

TTH — Toxcuueckuii TyOyaspHBII HEKPO3

TTII — TpomboTHYECKas TPOMOOLUTONIEHUYECKAs! Ty pITypa
TOJIA — TpoM603MO0NINS IETOYHON apTepun

YO — ynprpadunsrpanus

OBJIXK — ¢paxuus BEIOpOca JEBOTO KETyI04Ka

OJ13 — dpochoandcrepasa

OP — dakrop prcka

ODONa — ppaknOHHAs SKCKpELns HaTpusl

XBII — xponnyeckas 601e3Hb MOYEK

87



ISSN 1561-6274. Hedponorua. 2016. Tom 20. Ne2.

XKIIC — xaHTaBUpYyCHBIN KapANOMYIbEMOHAIBHBIN CHHIPOM Cer — KITUpeHC KpeaTHHUHA

XHTB — xanTaBupycsl CIN — uHruOUTOPHI KanbLIMHEBPHHA

XHTBMU — xanTtaBupycHble HH(EKIUH CPb — C-peakTtuBHBIi Oenok

XCH — xpoHuueckas cepJeyHasi HeA0CTaTOYHOCTh HGF — ¢aktop pocra renaroruron

B/l — ueHTpaibHOE BEHO3HOE AABIEHUE HHV-6 — Bupyc repreca mecroro Tuna

UAM® — nuxnnyeckuii ageHo3nHMoHOpoCchaT IGF — nuncynunomnono6Hsli Gakrop pocta

ul' M® — nuknndeckuii ryanosuHMoHodocdar IL — nunTepnelkuHbl

IMB — nutomeranoBupyc KIM — Mosnekysna moueuyHoro NoBpex1eHUs

HII — uuppo3 neyenu NGAL — HeitTpouiabHbIil jKeaaTHHA30-aCCOLMUPOBAHHBIN JIH-
OK — snurennanpHble KIETKH MOKaJIUH

OKK — skcTpakopnopaibHbIi KOHTYP PAF — ¢akrop akTHBaIu TPOMOOLUTOB

OH — snuaemudeckas HedpomnaTus ROS — peakTuBHBIE paAUKaIbl KHCIOPOAA

OIIP — sHA0NIa3MaTUIECKUI PETUKYITYM Scr — KOHIIEHTpaIHs KPeaTHHUHA B CBIBOPOTKE KPOBU
OO — 3¢ dexTUBHBIN HUPKYAUPYIOMNI 00beM TGF — tpanchopmupyrommii Gpaktop pocta

IOB/I — rorynsipHOE BEHO3HOE JaBICHHE TLR — Toll-mogo6HbIe perenTops

IOT’A — rokcTarnmoMepysIsIpHbIi anmnapar TNF — ¢akTop HEkpo3a omyxomnei

ACT — akTHpOBaHHOE BpeMs CBEPTHIBAHUS TNFR — peuenrtop ¢akropa HEKpo3a OIMyXoau

BNP — narpuitypetnueckuii nentuj B-tuna VEGF — cocyaucTblii aH10TeHaNbHbIH (akTop pocTta

PA3OEN 4. MOHUTOPUHTI, MPODUITAKTUKA U OCHOBHBIE NOAXOAbl K JIEHEHUIO onn

Pexomengamms 4.1

lepsuunas npogunaxmuxa Ol Oondcra Ovimb OCHOBAHA HA CBOEBPEMEHHOM BbIABTCHUU, MUHUMUZAYUU
unu ycmpaumeHuu pakmopos pucka u accoyuupo8anuvix cocmosanuti (maon. 4.1) (1A),; 6onvHvie ¢ 8bICOKUM
pucxom pazeumus O (mabn. 4.2) oondchvl Gbimeb KOHCYILMUPOSaHvl Hedponozom (2B).

KommenTapmii

OcHoBHBbIE (pakTOphI pUCKa U accouuupoBaHHble coctosiHus npu OII npuseneHs! B Tabdm. 4.1.

Tabnuua 4.1
OcHoBHbIe paKTOpbl pUCKa U accoLMnpPoOBaHHble cocToaHua npu OMN

®dakTopsl prcka

HenameHsiemble MN3meHsiemble

¢ Bospact > 65 net
¢ Myxckoi non*
¢ YepHas paca

AtporeHHas runonepdysns noyek

HekoHTponupyemasi Hu3koHatpuesas gueta (rmnoBoiemMus)
Mprem MoYeroHHbIX Ha GOHE HU3KOHATPUEBOW ONETHI
ApTepuanbHas runoTeHsns

Mpuem nurnéutopos Ard

Mpriem aHTaroHncTos AT, -peuenTopos

Mpuem HIMBIM

ACCOLI.VIVIpOBaHHbIe COCTOSAHUA

* S 6 O o o0

XpoHunyeckas 601e3Hb NoYek

AHemus

CaxapHblii anabeTt (amabeTtmnyeckas HedponaTus)
ApTepuanbHasa runepTeH3us (rmnepTeH3nBHbIN HedPOCKIepos)
3acToliHag cepaeyHasl He[OCTaTOYHOCTb

BunaTtepanbHbI CTEHO3 NOYEYHbIX apTepuin

* S S o o o0

* Tpn KapAMOXPYPrMYECKNX BMELLATeIbCTBAX U PEHTIEHOKOHTPACTHbIX MPOoLeaypax — XXEHCKUI NoJl.

[pumepnsiii puck passutus OIIIl MoxkHO OTmpenenuTh, UCXOAS U3 KOMOWHAIIMH (PAKTOPOB PUCKA U acCO-
LIUUPOBAHHBIX COCTOSHMIA (TabI 4.2).

Tabnuua 4.2
OpueHTpoBoYHasa cTtpaTudukaumsa pucka passutus OMMN
dakTopbl prcKka 1 acCOLMNPOBaHHbIE COCTOAHUSA | HeT XBI1 XBIM 1-2 ctagunii XBMN 3-5 cTtaguin
Her q)a,KTOpOB pucka 1 acCoLUMMPOBaHHEIX CO- Hwnakunin pnck CpenHuin puck CpenHuii — BbICOKUIA pUCK
CTOSIHW
1-2 q)al(TOpa pucka nnm accoummnpoBanHsix co- CpenHuin puck CpepnHuii — BbICOKMIA pyck | Beicokuii puck
CTOSIHWI
ﬁvﬁa:%oozzzmwa v acCoLNMPOBAHHEIX COCTOR- CpenHuii — BbICOKMIN pyck | Bbicokunii puck OueHb BbICOKUIA PUCK
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Pexomennaums 4.2

OcHosHbIMU HanpagieHuaAMU TeyeOHo-npogpuiakmudeckux meponpusmutl y nayuenmos ¢ Ol ciedyem
cuumamo: 1) MmaxcumanbHo bvicmpoe ycmpaHeHue iy MUHUMU3AYUIO OelCmBUs OCHOBHBIX (DaKmopos, nposo-
yupyrowux OI1I1 (npeperanvhblx, NOCMPEHATbHBIX, PEHATbHBIX), 2) KOHMPOIlb U KOPPEKYUIO HCUZHEY2PONHCAIOUIUX
OCNIOJCHEeHUTI OUCHYHKYUL NOYEK (2unepeudpamayuil, HapyueHul 21eKmpoiumnHo2o 6aianca u KUciomuo-
OCHOBHO20 cOCMOsIHUSL, ypemuyecKkol unmokcukayuu) (NG).

KommenTapuii

MakcuMaabHO OBICTPOE YCTpaHCHHE WM MHHUMHU3AIUSA ITEHCTBUS OCHOBHBIX MpoBornupyromux OIIIT
(hakTOpOB (TIpEepeHATHHBIX, TOCTPEHANBHBIX, PEHAIBHBIX ), TPEXKIE BCETO, TpeOyeT MPaBUIIHHON THATHOCTHKH
OoCHOBHOTO 3THONaroreHeTnaeckoro Bapuanta OIIII (cm. pazgen I11). Brisinenue Bemymero maroreHeTHIeCcKoro
mexanusma pazputus Ol 3agacTyto opreHTHpYeT Bpada Ha HEOOXOAUMOCTb IOTIOTHUTENEHBIX KOHCYIIBTAIIHN
CMEXHBIX crienuanucToB. Tak, mpu mogo3pennu Ha noctpeHanbHoe OI HeoOxoarma SKCTpeHHAS KOHCYTBTAINS
yposora. [Ipu kapauopeHarbHOM CHHAPOME | THITa TAKTHKY BEeJeHHS TAIIMEHTA [1eJ1eco00pa3Ho CormacoBarh C
kapauosoroM. [IpuBedenne Bpadell CMEKHBIX CIIEIMATBHOCTEN BO MHOTHX CITydasx 00ecrednBaeT CBOEBpe-
MEHHO€ YCTpaHEeHNe WIH MUHIMH3AIHIO (hakTopoB, mposorupytommx OIIIT (curapom nHTpaadmoMuHATEHON
TUTICPTECH3MH, TeaTOPCHANBHEIN ciHapoM | Trma u mp.).

Cramgmu 1 u 2 OIIII, kak mpaBuiIo, TO3BONISAIOT MPOBOAUTE KOHCepBaTHBHYIO Tepanuio. [Ipuznaku OIII1
3 cTaauy M SKCTPApEHANBHBIX CUCTEMHBIX OCIOKHEHHI TpeOyroT pemenus Bomnpoca o Hagane 31T (Tadm.
4.3,4.4).

Tabnuua 4.3
PeHanbHble ocnoxHeHus OMN

O6YCnoBnEHHbIE HAPYLLEHVSIMU BOLHO-3/1IEKTPONNTHOrO 6anaHca:
rMnepBosieMus:

* OTEK r0JIOBHOIO MO3ra

* OTEK JIErKUX

* MIHTEPCTULMASBbHBIA OTEK BHYTPEHHWX OPraHoB (MeyveHb, Noyku, cepaue, XKT)
« CUAr*

OcnoxHeHus neproga AN33NEKTPOMMTEMMS

0INro-/aHypun O6ycnoBneHHble HaPYLLEHNSMU KUCIOTHO-OCHOBHOIO COCTOSIHUSA:
* MeTabonmyeckuin aumaos

OGYCJ'IOBJ'IeHHbIe MeTabonm4yeckumm HapyweHnamMmmn:
. GEHKOBO-SHEDFETMHECKBH HEeOOoCTaTO4YHOCTb

OO6yCcnoBneHHble a30TeEMUEN:
* CMHOPOM Ypemum

¢+ lmnosonemus
¢ Jernppatauus
¢ n3anekTponnutemMms

OcnoxHeHus nepnoaa
nonuypun

*CUAI' — cnHapoM MHTpaabaoMmnHanbHon runepteHaun [CmupHoB A.B., JobpoHpasos B.A., PymsHues A.LL., Katokos W.I. OcTtpoe
nospexaeHue nodek. MUA, M., 2015; ¢ paspelueHns napgarenscreal.

Tabnuua 4.4
SKcTpapeHasibHbie ocnoXxHeHusa OMM*

CuctemHble ocnoxHeHns Orrl OcnoxHeHus1, CBsi3aHHble ¢ iedeHnem Ol
OcnoxHeHnsi OCHOBHOro 3abosneBaHus, | CUHAPOM CUCTEMHOW BocnanuTenbHoi | KoHcepBaTvBHas Tepanus:
npueeaLwero K passutuio O peakuum: 4 rmnepsonemMust

4 vHdekumm (cencuc) 4 ON33N1EKTPONNTEMUSA

4 aHemuist ¢ 6enkoBO-3HepreTnyeckas HegoCTaTou-

4 KPOBOTEYEHUSI HOCTb

4 OCTpPbLIN pecnupaTopHbIN ANCTPECC- | ¢ HEAOCTATOUHbIN KOHTPOb UHDEKLNA

CMHAPOM 3amecTuTtenbHas noyeyHas Tepanus:
¢ 3HUEeaIoNaTyisi/oTek rojIoBHOTO MO3ra | ¢ anas NEKTPONUTEMUS

4 ne4yeHo4yHasa HegoCTaTo4YHOCTh (renaTou.en- 4 rmnokanmemMmus

nonsipHasi) + runopocharemms
¢ cepeyHast He,OCTaTO4YHOCTb ¢ ON33KBUNNOPUYM-CUHOPOM

* [CmunpHoB A.B., lo6poHpasos B.A., PymsHues A.LL., KatokoB W.I. OcTtpoe nospexaeHue nodek. MUA, M., 2015; ¢ paspelueHuns na-
naTtenbcTeal.
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Pexomengauus 4.2.1
Ipu nanuuuu 2unogonemMuu u 6He 3a8UCUMOCHIU OM HATuyus unu omcymemeus kpumepues OII neobxoou-
MO npuHAmb cpoyHbvle mepul k soccmanosienuio OLIK, ne doocudasce 3asepuwenus ouaznocmuxu OII (NG).

Pexomennaums 4.2.2

Y nuy ¢ pakmopamu pucka ocmpozo nospesxcoenusn nouex u yace npu pazeusuwumca OII cniedyem onmu-
Musuposamsv papmaxomepanuio 3a cuem UCKIOYeHU/MUHUMUZAYUU NOMEHYUATIbHO HePPOMOKCUUHBIX Npe-
napamos (NG).

KommenTapuii

JlexapcTBennsie Mexanu3Mbl pa3zsutus Ol pasHooOpa3Hb! 1 MOTYT OBITH CBSI3aHBI C TPEUMYIIIECTBEHHBIM
BOBJICUYCHHEM Pa3HBIX KOMIIAPTMEHTOB OpPTaHa: COCYOB, KIIyOOUKOB, KaHAJbIEB, HHTEPCTUIUS (Talm. 4.5).
OnHoit n3 BakHeHmmx nmpuynH JekapctBeHHoro OIII sBsieTcst pasBUTHE moKcuuecko2o myoyiapHo2o HeKpo3a
(TTH), xoTOpBIii BOSHUKAET B pe3yibTaTe MPSIMOTO MOBPEKACHUS TYOYISIPHOTO SIIUTENHS MPHU BO3ACHCTBUU
9K30TOKCHHOB M KCEHOOMOTHKOB. J[pyrue acrekTsl moOoYHBIX 2PQeKToB papMarompenapaToB, Kacaromuecs
HapylIeHWH BHYTPHUIIOUYEYHOW T€MOIWHAMHUKH, UMMYHOOIIOCPEJOBAHHOTO BOCTIAJIEHUSI HHTEPCTUINS U KITy-
0O0YKOB, pa3BUTHS TPOMOOTHYECKONH MUKPOAHTHOTIATHH, TyOYIIPHON 00CTPYKITHH, paOJOMHUOIH3a, TOKE MOTYT
crath mpuauHoi OIIII nmexkapcTBeHHOM dTHOMOTHA (CM. Tabm. 4.5).

Tabnvua 4.5
OcHoOBHble MexaHn3mbl pa3euTtusa OMNM nekapcTBeHHOW 3TUONOrNN™

OCHOBHOI MEXaHN3M

Mpumepsbl NnpenapaToB

MpamMoe noepexaeHne TyoynsapHOro
anuTenvs

AMVHOMNKO3WAbI, UMCTNATUH, aMPOTEPULMH B, pEeHTreHOKOHTPACTHbIE MpenapaThbl, TaXesble
MeTasbl, GOCKaPHET, MHIMOUTOPbI KaJlbLIMHEPMHA

[MoBpexaeHne aHOoTENNS MUKPOCOCY-
0B, passutrie TMA

MHrmbuTopsl KanbUMHEnpuHa, KokamH, MUTOMULMH C, XUHWUH, TUKINONUOWH, KNONUAOrPerb,
KOHBIOMMPOBAaHHbIE 3CTPOreHbl, 6nokatopsl VEGF

Mwemuna u cHuxeHune knyobo4koBOI
duneTpaummn BCneacTeme Ba3OKOHCT-
pukuum a. afferent

HecTtepouaHble NpoTUBOBOCNANUTENbHBIE NMPenapaThl, PEHTTEHOKOHTPACTHbIE Npenaparhbl,
amdoTePULIMH B, MHIMOUTOPLI KanbLMHEpUHA

Mwemna n cHmxeHne knybo4ykoBOm
dunsTpaummn BCheacTsne Basoannaraumn
a. efferens

MHrmbunTopbl aHrMOTeH3NHMNPEBPaLLAIOLLEro hepmeHTa, 6110KkaTopbl aHrMoTeH3uHa |l

Kpuctannypusi n MmoyeBasi 0GCTPYyKLMS

OTUNEHMINKONb, CyNbdOHaMUIbI, TPUAMTEPEH, aUMKITIOBUP, METATPEKCAT, MUHIMOUTOPbLI NpoTeas

BocnaneHve nHtepctnumsa

MHoruve (noTeHumanbHO — noobIe)

Mpsimoe NoBpexaeHne KIybo4koB

30n0T10, neHnuunnamud, HMNBIM, 6nokatopbl VEGF

Paboomunonna

CTaTuHbl, raionepuaos, KokamH, repounH, KeTaMuH, 6eH30amasenytbl, AMPEeHNHIAPaMUH,
TPUUMKINYECKNE aHTUOENPECCaHThbI

* [CmupHoB A.B., Job6poHpasos B.A., PymsHues A.LL., Katokos W.I. OcTpoe noBpexaeHune novek. MUA, M., 2015; ¢ paspelueHuns 13-

[aTenbCcTBa).

Pexomenpanus 4.2.3

Ilpu svicokom pucke pazeumus unu yoce pasguswumcs OIIIl cniedyem epemenno ommeHums cpeocmaa,
onoxupyrowue komnonenmuol PAC (uAII®, BPA) u nepetimu na neuenue ¢ ucnonb308anuem opyeux epynn anmu-
eunepmen3usnvix npenapamos (2C).

Pexomenpanus 4.2.4

Tepanus OIII dondicha exOUamMs HYMPUYUOHHYIO NOOOEPAHCKY ¢ 0becnedeHuemM CymodHo20 nompedieHus
benka 6 npedenax 0,8—1,2 e/ke maccol mena (2C) u snepeuu He Hudxce 20-30 kxan/xe maccor mena (2C).

Pexomenpanus 4.2.5

Y nayuenmos ¢ OIIIIl pexomendyemes ocyujecmeniams npeumyujeCmeenio SHmepaibHoe numanue u npu-
becamv K napeHmepanbHOMY auuls no mepe Heobxooumocmu (2C).

Pexomenganus 4.2.6

Ipumenenue nemuegvix ouypemuxog npu OIIIl ¢ onueypueii/anypueil ¢ yeuvio 80CCMAHOGNEHUs. OUYpe3d
cnedyem cuumams ONpagOaHHbIM MOALKO NPU HATUYUU NPUSHAKOS SUNEPBOTeMUL; 8 OCIANbHBIX CIYUAs OM
npUMeHeHUs OuypemuKos cieoyem ozoepoicamocs (2B).
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Pexomennaums 4.2.7

Ilpeonoumumenvho napenmepanvhoe (6HympueenHoe) gedenue Gypocemudd; npu pe3ucmeHmHoOCmu K
NePEOHAYATLHOL MEPAnUU (yPOCEMUOOM MOICHO PACCMOMPEb MAKMUKY ICKANAYUL 003bl NPenapamd, 0OHAKO
e2co npumenenue 6 0ozax bonee 400 me/cym ne onpasdaro (2C).

KommenTapuii

[IpumeHeHune MeTIeBbIX JUYPETUKOB B PsAJie CITydaeB MOXKET BbI3bIBAaTh HeOmaronpusTHbie 3G dextsr. Tak, nx
rcnoip3oBanne npu noctpeHansHoM OIIIT 1o BoccTaHOBICHNS OTTOKA MOYH OY/IET CITOCOOCTBOBATh PA3BUTHIO
ruapoHedpo3a u ycyryout reuenne OIII1. YuuteiBas MexaHu3M IeicTBHS GypoceMua, €ro BBEICHUE B YCIIO-
BHSX THIIOBOJIEMHH YCYTYOUT THITONIep(dy3HI0 TOYEK 3a CUET CHIDKEHHS YIapHOTO 00beMa JIEBOTO JKETyJ09Ka, a
TaK)Ke 3HAYNTENHHO YBEITUIUT PUCK TPOMOOIMOOIMIECKUX OCTIOKHEHNH. He3aBrcnMo OT ImaToreHeTHIeCcKoro
MexaamsMa pa3putusa Ol auskuit muyperndeckuii 3QphekT pypoceMua MOKeT ObITh BRI3BAH COUCTAHHEM
Pa3IMYHBIX MEXaHU3MOB, BKITFOUAIOIIHNX B C€0s THIIONPOTENHEMHIIO, HU3KYIO KaHAJIBIIEBYIO CEKPEIINIO U c1adoe
nericterue Ha Na-K-2Cl-xotpancnoprep B ewie I'erme. [Ipu OIIIT dypocemun He cHIKAET HEOOXOIUMOCTH
B 3IIT (orHOCHTENBHBIH pruck 1,02, 95% C1 0,9-1,16, p = 0,73), a Tak)Ke BHYTPUTOCITUTAIBHYIO CMEPTHOCTh
(otHOCHTenbHEIH puck 1,12, 95% C1 0,93-1,34, p = 0,23) npu ero HazHAYCHUH C TMPOPMIAKTUIESCKON HITH
TedeOHOM T1ebI0 TAMeHTaM ¢ puckoM miH yke Bo3uukiei Ol coorBerctBerro [Ho K.M. u coasrt., 2010].
IToaToMy B cooTBeTcTBUU ¢ pekomeHmanmsiMu KDIGO 2012 dypocemun cieayeT HCIoNb30BaTh TOIBKO MTPH
Hamany rarepoiemun [ KDIGO Clinical Practice Guideline for Acute... 2012]. PekoMenayeTcsl BHYTPUBCHHOE
BBeneHue (hypoceMuaa B Ha4aIbHOM 03¢ S MI/KT/Y C TIOCTETIEHHBIM YBETHICHIEM MaKCHUMaIbHO 110 20 MT/KT/4.
[Ipumenenne mananTONa B panHeM neproze Ol orpaHndeHo UCKITIOYUTETHHO CITydasMi padIOMHAOTH3A.

Pexomennaums 4.2.8

s neuenust u npoghunakmuku npepeHanbHo2o u Koumpacm-unoyyuposannoco O, OIIII npu paboomuo-
ausze u OIIII 6 nepuonepayuonnom nepuooe pekomenoyemcs nposooums Koppekyuio (yseauuenue) 6Hympuco-
cyoucmoeo obvema xcuoxkocmu ¢ ucnonvzosaruem 0,9% pacmeopa xnopuda Hampus (2B).

KommenTapuii

Kpucrannonaasie pacTBOpHI HCHIOIB3YIOTCS ISl KOPPEKIUK yMepeHHoi runoBosieMu (10 20% OLK) npu
npodunakTHke u ieueHnn npepenaibaoro OII. Muady3us KprcTanaonaoB Npu BU3YIU3UPYIOIIUX MTPOTIC/TY-
pax —Mepa, HalpaBlICHHAs HA YBEJIMUEHHE 00beMa paciipe/ieyieHHsT KOHTPACTHOTO Tperapara. ITo MPersITCTBYeT
MIPSIMOMY TYOYTIOTOKCHIECKOMY 3P PEKTy TOCIETHETO, a TAKXKE CITOCOOCTBYET YIIyUIICHHUIO BHYTPUTIOUCTHON
TFeMOJIMHAMUKH 3a CYET CHYIKEHHS TIPOAYKIIUH Ba30MPECCUHA M MHTMOUIIMY aKTUBHOCTH PEHUH-aHTHOTCH3MH-
ATBJ0CTEPOHOBOM crcTeMbl. OHOBPEMEHHO MPOUCXOUT YBEIUUCHHE TPOIYKIIUH COCYA0PACIIUPSIOIINX MTPO-
crarmananHOB [Nguyen S.A. u coaBrt., 2008; Weisbord S.D., Palevsky P.M., 2008]. Beegerne 0,9% pactBopa
NaCl Taxxe crmocoOCTBYET YBEITUUCHUIO CKOPOCTH TOKA MOYH B KAHANBIAX, YTO YMEHBIIAET BPEMsI SKCTIO3UU
B HUX KoHTpacTHOTO BemiecTBa [McCullough P.A., 2008].

[pu pabaomuonu3e yBelTUUeHHE CKOPOCTH 00pa30BaHKs U TOKA MOYH MPEISATCTBYET (OPMUPOBAHUIO MTUT-
MEHTHBIX [WIHHAPOB, CIIOCOOCTBYS YCTPAHCHUIO BHYTPUKAHAIBIICBOI OOCTPYKIIHH.

Pexomengaums 4.2.8.1

Ipu neobxo0umocmu blNOIHEHUU PEHM2eHOKOHMPACMHBIX UCCIe008AHULl Y NAYUEHINO8 C HANUYUEeM
gaxmopos pucka u accoyuuposannwvix ¢ OIIII cocmosnuii cnedyem nposodums npogunraxmuxy OIIII nymem
UCNONB308AHUS HUZKO- U U300CMONAPHBIX KOHMPACMO8, MUHUMUZAYUU 00bEMA 8600UMO20 1100CO0EPHCALe20
PEHM2EHOKOHMPACMHO20 a2eHma, UHGY3ULl U3OMOHUYECKUX PACMEOPO8 XA0puda uiu OuKapOoHama Hampus
(14), nasnauenus ymepennoix 003 N-ayemun yucmeuna (2C) u npedynpedcoams pazeumiue anaguiakmouoHbix
peakyutl (2B).

KommenTapuii

B nacrosiiiee Bpemst HeT cOMHeHHIA B TOM, 4T0 Tipodmtaktuka KM-OII B rpynmax manneHToB ¢ HATHIHeM
(hakTOpPOB prCKa MOXKET CYIIECTBEHHO CHU3HUTD YaCTOTY €r0 pa3BUTHA. ONTUMAIBEHBIM CYUTACTCS TPIMEHEHUE
nH(Y3UH H30TOHMYECKHUX PaCTBOPOB KPUCTAIONIOB (XJIOpH/Ia NN OnKapOOHaTa HaTPHs) IO U ITOCJIC PEHT-
TeHOKOHTPACTHOW MPOIeNyphl. YOSTUTENBHBIX TOKA3aTeIbCTB MMPEHMYIIECTB OJHOW COJH TIEpe]] IPyroil He
nmeetcs [KDIGO Clinical Practice Guideline. .., 2012]. B wactHocTH, MOXET OBITh pEKOMEH/TOBaHA CIIETYIOIIAs
cxema HH(Y3HOHHOH POQIITAKTHKH: 3 MII/KT MACCHI TeJla ©30TOHWYECKOTO PacTBOpa XJIOPH/Ia HATPHS 32 9ac 10
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nporenypsl U 1 MiI/Kr B yac B Tedenue 6 4 nocie npoueaypsl. st npodunaktuxun KU-OTIIT KDIGO cunraer
BO3MOKHBIM TaKKe PUMEHEHHE YMEPEHHBIX /103 N-aleTu1 IUcTenHa, XOTs B IOCTYTHO! JIUTeparype JTaHHbIe
10 3TOMY BOTIpocCy OoJee, yeM MpoTrBopeunBsI (17 cripaBku cM. KarokoB U.I., Pymsnnes A.1. [2015]). Hau-
OoJee pacpoCcTpaHEHHBIM PEKUMOM B HACTOSIIIEE BPEMS CUUTAETCS MpuMeHeHne per os 600 Mrx2 p. 3a CyTKu
JI0 BBITIOJTHEHUS U 1iepBble cyTku nocie BBenaenus PKC. B/B naznauenue ALLL B ymepennsix go3ax (600 mr)
repe]] UcciieIoBaHNEM 11eJIeco00pa3Ho MPH HEOOXOIUMOCTH MTPOBEJACHNUS PEHTTEHOKOHTPACTHOM MpoLeayphl
1o ypreHTHbIM nokazanusm [Karoxos U.I., Cmupnos A.B., 2009].

J1ist yMEHBIICHUS pUCKA Pa3BUTHS aHA(DMITAKTOMTHBIX PEaKIMid CIIeAyeT MPUMEHSI T PEMEANKAIIIO (aHTHU-
TUCTAaMUHHBIE TIPETIapaThl, IIOKOKOPTUKOUIBI, aIPEHOMUMETHUKH U JIP.).

B yacTtHOCTH, CylIeCTBYeT cienyromas cxema:

- 3a 12 yacoB /10 MpoBeICHHS PEHTTEHOKOHTPACTHOM MpolieAypbl Ha3HAYUTh 40 MI TIpeAHU30HA UITH 32 MI
METHIITIPETHU30JIOHA per 0S

- 3a 2 9 10 TIpOIeAyphl BHOBb Ha3HAYUTH 40 MT TIpemHU30HA WK 32 Mr MeTwinpeaau3onona u 300 Mr mu-
MetuauHa Wwin 150 MT paHUTHANHA per 0S

- HETIOCPEJICTBEHHO Iepe]] MPOoIeaypoil BBecTH BHyTpuBeHHO 50 Mr nudenruapaMuna (auMeapod, 6eHa-
npui). B kauecTBe anbTepHAaTHBBI MOXKET UCTIOIB30BATHCS MEpOpaIbHOEe Ha3HAYeHNEe AU(eHruIpaMuHa B TON
e J103€ 3a 2 4 JI0 UCCIICI0BAHUSL.

Jpyroii moaxon 3aKIo4aeTcsl B TOM, YTO HEMOCPEICTBEHHO Mepesl BBEICHNEM HOICOAEePIKAIIET0 PEHTIe-
HOBCKOT'O KOHTpAacTa MaueHTy B/B 6omtocom BosiTes [Karoko M.I, CmuproB A.B., 2009].:

- npeaHu3070H 30—60 Mr (MM SKBHUBAJCHTHAs J103a JIFOOOr0 APYroro mpernapara mIFOKOKOPTHKOUIHBIX
TOPMOHOB)

- 20-40 mr xmoponupamuna (cynpactut) — 1,0-2,0 M

1201071

- 2 Mr kjemactuHa (TaBeruin) — 2,0 mi

- 10 mut 10% p-pa mIroKOHaTa KaJIbIIHS.

Baxnoe mecto B mpodunaktuke KN-OI1I1 3anuMaeT uenonb30BaHHE COBPEMEHHBIX HU3KO- HITH U300CMO-
JISIPHBIX KOHTPAcTOB (yOeAUTENbHBIX JOKA3aTeIbCTB MPEUMYIIECTB OHUX Mepe] APYTUMH HE CYIIECTBYET) U
MUHUMH3AIH 1036l PEHTT€HOKOHTPACTHOTO areHTa.

Crnenyer Takxe umeTh B Buay, 4to [KDIGO Clinical Practice Guideline..., 2012]:

- TOJIBKO IepOopalibHas FUIpaTalys HeaocTaTouHa i ajekparHoi npoduiaktuku K-OIIIT (HeoOxoaumo
npuberars K B/B HHQY3UIM KPUCTAJUIOU/IOB, KaK YKa3aHO BBIIIIE),

- 3QPEeKTUBHOCTh METHIIKCAHTHHOB (TeoprumHa), GeHononama, ackopOMHOBOW KHCIOTHI, KaK CPEJICTB
npenotspainenus KH-OIIT e nokazana, modTOMy OT IPUMEHEHUSI ATHX MIPENapaToB B IEIsX MPO(QUITaAKTHKA
JTAHHOTO COCTOSTHUS CIIEyeT BO3/AEeP KUBAThCH,

- INyPETHKH, 0COOEHHO IeT/IeBbIe, HE TOJIBKO HE CHMUKAIOT, a, CKOpee, JaKe YBEIMYUBAIOT PUCK Pa3BUTHS
KU-OIIII, moaToMy HE MOTYT pacCMaTpUBATHLCS B KaUECTBE MPOPHUIAKTUICCKUX CPEICTB,

- appexruBHOCTH IPpUMEHEHMSI 3P hepeHTHBIX METOIOB (TeMOIUan3, TeMO(MIBTPAIHs) B IO MU MOCTE
BBE/ICHHS PEHTI€HOBCKOTO KOHTPACTa, HallpUMep, U JIMMHHAINH [Ipernapara, He JoKa3aHa, II03ToMy ITpuoerath
K HUM He ClieflyeT (3TO He 03HAuYaeT, 4To He CIlieAyeT MPOBOANUTE JUANIN3 MAallMeHTaM ¢ HaIUYUeM TMOKa3aHun
npu OIIII Bcnencreue BBenenus PKC).

Pexomenganus 4.2.9

bonvnvim ¢ nocmpenansnvim Ol nokazana cpounas Koncyibmayus yponoza ¢ peutenuem 60npocd o cno-
cobe ycmpaneHus Mouesoli 00CmpyKyuu, 6Meuamenscmeo, HanpasieHHoe Ha 60CCMAHOGIEHUEe NACCANCA MOYU,
O0JIICHO DBIMB BLINOTHEHO KAK MOJICHO pamblie, HO He no3oHee 12 1 om momenma ycmarnosienus ouacnosa (NG).

KomMmenTapuii

Oco0eHHOCTBIO peaKIMU TIOYKH Ha OCTPYIO 0OCTPYKIIMIO MOYEBBIBOJISIIINX ITyTEH SIBISICTCSl OBICTPOE Pa3BU-
THE BOCTAJICHHS U PUOPOTIACTUIECKHX TPOLIECCOB. B TeUeHNe HECKOIBKHIX YacOB MOCIE SKCIIEPUMEHTALHON
OKKJIIO3MH MOUYETOYHHKA B MOPAKEHHOH MOYKE MPOUCXOAAT M3MEHEHHUSI THAPOCTATUICCKUX CHIl M Pa3BUTHE
OKHCJIMTEJILHOTO CTpecca. YBeJIHMUeHNE IaBICHHS MOYHM B KaHAIbIIAX MHOTOKPATHO YBEIMUYUBACT SKCIPECCHIO
TGF- B1, pa3BuBaroTcs anonTo3 ¥ BOCHATUTEIbHBIE peaklny, onocpenoBannble NF-kamma-B. beicTpo pa3BuBa-
€TCsl HAKOTUICHHE BHEKIJICTOYHOTO MaTPUKCa, IIPHYEM MOcIeIHee 00yCIIOBICHO YBEIMYEHHEM CHHTE3a KoJlTareHa
1 GpuOpoHEKTHHA (MIPEUMYIIECTBEHHO aKTHBUPOBaHHBIME (hrOpobIacTamu uimm Mmuogudpodiactamu) B couera-
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HUM C TOHWKEHHOM Jierpajanyeid MaTpukca. B TeueHrne HeCKOIbKUX MOCIEAYIOUIUX THEW MTPOCBET KaHAJIbIIEBR
pacmumpsieTcs ¢ pa3BUTHEM TyOyIsIpHON aTpoduu, MPOrpecCUpyIOIIero HHTEPCTULINATIBHOTO Gudpo3, rudenu
He(DPOHOB ¢ HEOOPAaTUMBIMU HapymieHUsIME QyHKIMH oYKd [Al-Ani A., 2015]. s KIMHUYECKON TIPAKTUKA
HeOe3bIHTePECHBI IKCIIEpEMEHTANILHBIE IAHHBIC 00 00paTHMOCTH OMMUCAHHBIX H3MeHeHnH. [Tokazano, 4to naxe
KpaTKOBpeMEHHas 72-4acoBasi MOueBasi 0OCTPYKIHSI IPUBOIUT K Pe3UAyalIbHOMY (DYHKIIMOHATLHOMY Je(EeKTy
MOYKH 32 CUET YaCTUUHOU noTepu HeppoHoB [Rosenzweig B. u coasr., 2015].

OcnoBHast 33/1a4a Jteuenus nocrpenanbuoi OINI — kak MOJkHO GBICTpee YCTPaHUTh HapyIlIeHHE OTTOKa MOYH
IUTS TOTO, 4TOOBI M30€KaTh HEOOpAaTUMOI MOTEepH MApEeHXUMBI TTo4eK. [[03TOMY BBDKHAATENbHYIO TAKTUKY TIPU
MOYEBOW OOCTPYKIIMH HENb3sl CUNTaTh IpuemieMoil. Kpome Toro, cBoeBpeMeHHOE yCTpaHeHHne 00CTPYKIUN
SBJISIETCS] OPraHOMPOTEKTUBHOM CTpaTeruei, a Kpome TOro, MO3BOJISIET MPEIOTBPATUTh PAa3BUTHE CUCTEMHBIX
OCIIOYKHEHHH JUCHYHKIIUH MTOYCK.

Pexomenganus 4.2.10

Jleuenue penanvroeo OIII, sosnuxuie2o 8 peyivmame nopaxcets KiyoouKkos, MUKPOCOCYO08 NOUKU U B0C-
naneHust UHmepCmuyusi, ciedyem npogoounts 6 YCa08UsLX HeQPOLOUYECKO20 OMOeNeHUs HA OCHO8E NPUHYUNOS
00KA3aMeNbHOU MeOUYUHbL U 8 COOMBEMCMBUU C CYUECMBYIOWUMU NPUHYUNAMU U KIUHUYECKUMU PEKOMEH-
oayusmu (NG).

Pexomenpanus 4.2.10.1

IIpu nooospenuu unu sviagnenuu O, cesazannozo ¢ deticmsuem MOKCUHECKO20 IK302eHHO20 NPOOYKMA UlU
KCeHOOUOmUKa, ciedyem oCywecmaums KOHCYIbMayuio CReyuanucma 8 001acmu moKcukoio2uu 0 onpeoe-
JleHUsl cnocoba 0emoKcuKayuu, 8Ka04asn skcmpaxkopnopaishule memoosi (NG).

Pexomenpanus 4.2.10.2

Aeonucmopl donamunepauyeckux peyenmopos (003vl donamuna menee 3 mxe/xe/mun) (14), ¢penondonam
(2C), npedceponuviit nampuitypemuyeckutl nenmuo (2C), peKOMOUHAHMHBLI Yel08eHeCKUTl UHCYIUHONOO0OHbIT
gaxmop pocma-1 (1B) ne obnadarom HepponpomexmusHbIMuU C80LUCMEAMU, NOIMOMY UX NPUMEHEHUE 6 2DYNNAX
8b1COK020 pucka ¢ yenvio npogunraxmuxu Ol ne onpasoario.

Pexomenpanus 4.2.10.3

Bosnuxnosenue scuzneyepodcaiomyux 0CI0ACHeHUll OUCHYHKYUU NOYEK — 2UNepeoieMuL/eunepeuopamayui,
HapyuleHutl 21eKmpoIumHo20 OANaHca U KUCTOMHO-0CHOBHO20 COCMOSAHUSL ABNAENCA NOKA3AHUEM 0151 CDOYHO20
Hauana 1evedHO-NPoPUIAKMUYECKUX MePONPUSIMUL, KOmopble 6KAIOYAION KOHCEPEAMUBHYIO Mepanuio 6 co-
omeemcmaul ¢ Cyuecmsyrouwumu nooxooamu u npunyunamu doxazamenvotl meouyumot u 31T (1A4).

Pexomenganus 4.2.10.4

3Ty nayuenmos ¢ OIIII cnedyem navunamo ypeeHmHo npu Haruyuy C1edyiouux aoCoatomHuLX NOKA3AHULL:

- dicusHeyepodcarowell U peppakmepHoll K MeOUKaMeHmo3HOU mepanuu cunepeuopamayuu;

- eunepkanuemuu (> 6,5 MMonv/1);

- KJIUHUYECKUX NPOAGTIEHUAX YPeMUYeCKOU UHMOKCUKAYUU,

- maxcenom memabonuyueckom ayuoosze (pH<7,1) (1A).

Pexomenpanus 4.2.10.5

Vpeenmnoe nposeoenue 3T sne abconomnuvix noxasanuti (cm. Pexomenoayuio 4.2.10.4) onpasoaro
MONBKO YeNblo ObICmpo2o YOaNeHUs U3 YUPKYIAYUY OUAIUIUPYEMO20 TMOKCUHECKO20 IK302eHHO20 NpodyKmd
unu kceHobuomuxa, komopwie mo2au cmamo npudunoi Ol (NG).

Pexomenganus 4.2.10.6

Y nayuenmos c npusnaxamu npozpeccupyrowezo OIIIl npu ounamuyeckom HabaoeHuU yeniecooopasHo
Hauunams 31T 00 NOAGNIEHUA YePOHCAIOWUX HCUSHU OCTIOHCHEHUT (UNepKaTueMull, 8bIpAXCEHHO20 ayuoo3d,
nepezpysKu JACUOKOCMbIO UTU YPEMULL) € Yervlo ux mopuunol npoguiaxmuxu (2B).

KomMenTapuii

[Ipu nposenenuu 31T HEOOXOAMMO YUUTHIBATH PUCKHU, CBSI3aHHBIC ¢ HAJIMYUEM BPEMEHHOTO COCYIUCTOrO
JOCTyTa, NH(MEKIINN ¥ aHTUKOArylIsiHTHOU Tepanuu. Kak npaBuio, Heo6xoaumocTts npuMenenus 31T Bo3-
HuKkaeT (Ho He orpanuunBaerca 3TuM) ripu OIIII 3 craaun. [Tokazanus ans nagana 31T moxHoO (¢ HEKOTOpOH
JI0JICH YCJIOBHOCTH U BCJICJICTBUE OPIaHMUYCHHOCTH JIAHHBIX UCCIICIOBAHMI) pa3ae/iuTh Ha aOCOMIOTHBIC U
oTHOcuTenbHbIe (Tabi. 4.6). Hagano 31T mo oTHOCUTENBHBIM MOKa3aHUSAM IieJieco00pa3Ho OOCYAHTh C He-
(hposorom.
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Tabnuua 4.6
AGCoNI0OTHbLIE U OTHOCUTEJIbHbIE NoKa3aHns anga Hadana 3MT npu ONN
MokasaTenb XapaktepucTtuka ABconiotHoe/
OTHOCUTENbHOE

MeTtabonuyeckue | MoyeBuHa > 27 MMonb/n OTHocuTenbHoe

HapyLIeHns MoueBunHa > 35,7 MMmonb/n AbBconioTHoe
M'mnepkannemns > 6 MMonb/n OTHOCUKTENbHOE
Mmnepkanvemus > 6,5 Mmonb/n unn >6 mmons/n 1 SKIM-nameHeHns AbconioTHoe
AncHatpnemns OTHOCUTENBHOE
MmnepmarHeavemust > 4 MMOJb/N C @aHypUen 1 OTCYTCTBMEM MyOOKMX CYXOXUIbHbIX ped- | ABCconoTHOoe
JIEKCOB

Aunpos pH>7,1 OTHocuTenbHoe
pH<7,1 ABConoTHOE
NakTtataunaos Ha hoHe npruema meThopmMmnHa AbcontoTHoe

Mmnepeonemus YyBcTBUTENBHAS K ANypeTMKaMm OTHOCHTENbHOE
HeuyBcTBUTENBHASA K ANYPETMKAM AbconioTHoe

O4eBHIHO, 9TO OCHOBHBIMH KJIMHHYECKUMHU CUTYalUsIMH, TPEOYIOIINMH PEIISHHUS BOIIPOCa O POBEIEHUHT
3IIT, SBIAIOTCS CIICAYIOIINE:

1) BersBiienue OIIII B ctagnm yke pa3BHBIIMXCS KM3HEYTPOKAIOIINX OCIOKHEHUH, KOTOPBIE SBIISIOTCS
a0CONIOTHRIMY TTOKAa3aHUSIMH K cpouHoMy Havary 311T;

2) mporpeccupylolee CHImKeHne GyHKIMH [TOYeK Y naipenTa ¢ panee BoisiBieHHbIM OINIT 1 Haxomsierocst
MO JTMHAMHUYECKUM HAOIIOICHUEM.

B mocnennem ciyuae ontuManbHoe BpeMs Hadana 31T He ompemeneHo, OqHAKO OYEBUIHO, UTO B TAKUX
ciyqasx 31T Hy>kHO HauMHATh 3apaHee, 10 pa3BUTHs KpuTrdecknux ocyokHeHni OIIIT (abcomroTHRIX TOKa3a-
HUIT), npencrapisirommx yrposy ku3nu [Thakar C.V. u coasr., 2013]. B nuteparype UMEIOTCsl OrpaHUYeHHbIE
cBejieHus o ToM, 4to Havyao 3[1T npu ypoBHe MoueBHHBI 2 1—27 MMOJIB/JT CBS3aHO CO CHMIKEHHEM CMEPTHOCTH
B CpaBHEHUU C 00Jice BBICOKUMH YPOBHSIMH > 37 MMOJIB/JL.

I'emoananmn3 momoraer CIpaBUTHCA CO MHOTUMH OCJIOKHEHHSIMH, BOSHUKAOMUMH B xozae Teuenus OIII,
[I03TOMY €TO CBOEBPEMEHHOE HAYaJ0, IO KOTOPBIM CJIEyeT MMOHIUMATh MPEXK/IE BCET0 MaTOreHeTHYeCKN 000-
CHOBaHHOE PUMEHEHHE 3TOT0 METOo/1a JIeueH s, 6e3yciioBHO, yayurmraeT rmporao3 Ol B menom. Oxnaxo auc-
KyccHsi 0 HeOOXOAMMOCTH «paHHero» Havana remoauanu3sa npu OIIIl, wHOTAA MHUIIMKHpYEMas HEKOTOPBIMU
CHENaIMCTaMH, OECIIOYBEHHA IO PUYHHE HEMTPABMIIbHON MTOCTAHOBKHY BOTIpOca. [ eMonnanms B TydIeM cirydae
HE BIIMSAET Ha MPOIECCHI Perapanyy B TOYeYHON TapeHXUME, a B HEKOTOPBIX CUTYAIUIX MOXKET OKa3aTh Jake
OTPHIIATEIBHOE BO3/ICHCTBHE HAa CKOPOCTh BOCCTAHOBJICHHSI (DYHKIIUH ITOYEK.

HNHTepMUTTHPYIOMNI TeMOIUAIIN3 MOKET OBITh MCIIOIB30BaH MIPH OCTPBIX OTPaBICHUAX OapOUTyparamu,
COETMHEHUSIMHU TSDKEIBIX METAJIOB U MBIIIbSKA, AUXJIOPITAHOM, METHIIOBBIM CIIMPTOM, ATHIJICHIIIMKOJIEM,
XUHUHOM U PSJIOM JAPYTUX TOKCUYECKUX BemecTs (Tabm. 4.7).

Tabnuua 4.7
BewecTBa, yaansemble BO BpeMs reMoguanusa npm ocTpbixX OTpaBeHUsax

A3aTnonNpviH, anionypuHoJSI, aMUKauuH, aMUHOPUNIUH, aMMULIVH, aHaNbreTUKKW, aTeHOS10/, aueTaMmHodeH, aLueToH, bauntpa-
UMH, 6poMnabl, BAHKOMULMH. FfEHTaMULMH, ANTOKCUH, M30MPONpPaHonon, MHrméutopsl AMN®, nirnoutopsl MAO, noanabl, kanui,
Kamdopa, KaHaMULUNH, KapOeHUUUINNH, KONXULUUH, TUTUR, MaHHUTOS, MeTaHoJI, MeTunaona, MeTuAnpeaHn3onoH, MblLLbsSK,
HEeOMWUWH, napanbaerng, napaksat, NEHUUMIINH, NPONPaHO0,CanNuunnaTthl, CBUHEL, CNUPTbl, CTPENTOMULMH, CTPUXHMH,
cynb@oHamMuabl, TEODUIININH, TETPALMKINH, TOBPaMULMH, XIOpanrnapar, XuMmMoTepanesTMYeckme CpeacTBa, XMHUH, X0puabl,
XJI0OPOKBUH, deHobapbutan, dayopun, donvesas kucnota, pocdatsl, 5-dTopypaunn, uedamaHaon, UMKIOCEPUH, 3proTaMuH,
3TUNEHMINKOJb

Pexomennanus 4.2.11

na nevenusi u npogunakmuxu paseumusi yepoxcarowux sxcuzuu ocroxcuenutt O modcem 6vims ucnono-
308aH 110001 docmynHbill @ OaHHOM 1eveOHom yupedcoeruu memoo 3T (NG).

Pexomennanus 4.2.11.1

Ipeonoumumenvuoimu memooamu 3T credyem cuumame uHMePMUMMUPYIOWUL 2eMOOUANU3 U BEHO-
BEHO3HYIO 2eMOOUADUILIMPAYUTO, NPUMEHEHUE KOMOPBIX 00UHAK0B0 3¢hhexkmusro y bonvHbix ¢ O (NG).
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Pexomengauus 4.2.11.2

Humepmummupyrowuii 2eMoouanus aeisiemcs npoyeodypoli 6blo0pa no MeOUKo-3KOHOMUYECKUM NPUYUHAM
(NG).

Pexomenganus 4.2.11.3

IIpoonennsie npoyedypsi unu ysenuyeHue pemMeHy nPosedeHUs UHMepMUmmupyroweti npoyedypul ciiedyem
paccmampusams KaxK npeonoymumensHbule 8 CIy4asx 0Cmpo2o yepedpaibHO20 NOBPEHCOeHUS, (DYIbMUHAHMHOL
neuenoynoll Heoocmamournocmu u necmabunvhoi cemoouramuxu (NG).

Pexomengaums 4.2.11.4

Juanuzamopwi 00n2icHbl OBLIND € OUOCOBMECTMUMOLL CUHIMEMUYECKOU MEMOPAHOTL, A0eK8amMHOL NIOWAOU, U
€ Y00871emeopumenbHulMU KIUPEeHCo8biMU Xapakmepucmukamu. He donyckaemcs nosmopHoe ucnonv3osauue
ouanuzamopos (NG).

Pexomenpauus 4.2.11.5

Huanusupyrowuii pacmeop 0ondcen 2omosumscs U3 Habopa CyxXux coneil Uil HCUOKo20 KOHYeHmpamd
G abpuunozo uzeomosieHus U KOHMpOIUpO8amsCs Ha cooepicarue nupozenos (NG).

KommenTapuii

O4eBHIHO, YTO B YCIOBUAX OTPAaHUYEHHBIX BO3MOXKHOCTEH C TIeTBI0 MPEeIOTBPAIIeHNs THOSIH MalueHTa OT
ocnoxxaernit OIIIT cmeayeT npuMeHsITh 000 mMerorTuiics B pacropsbkeann Metor 311T.

Hamubomnee pacrpocTpaHEeHHBIMH W 3apEKOMEHJOBABITUMH €0l B KIIMHUYECKOM MPaKTHUKE METOAAMH SIB-
JISIOTCSL CTAaHAAPTHBIN TeMoauanu3 U npomiernabsie nporenypsl 31T (II3I1T). CymectBytonue naHHbIE HE
MTO3BOJISIFOT CUNUTATh, YTO KaKasi-THO0 M3 ATUX MPOIEAYpP HMEET MPEUMYIIEeCTBO B TEPMUHAX CHIKCHHUS JICTaTb-
HOCTH F CKOPOCTH BOCCTaHOBIIEHUS (DYHKIINH MTOYEK, a I[eJIeCO00Pa3HOCTh MPUMEHEHH MHTEPMHUTTHPYIOIIETO
reMo/Inajn3a OMpeeseTcsi SJKOHOMHUKOH.

Taxoke HEeT yOeIUTETHHBIX JAHHBIX O TOM, YTO HHTeHcH(mKarms remoanaimsa (ysemmaenue KT/V oquHouHOM
MIPOIIEAYPhI FITH YBETMUEHHE YaCTOTHI IIPOIIeTyp) FITH MHTEHCU(UKAIH IIPOUIEHHON MTporiexypsl (>20-25 mur/
KI/9) IPUBOJUT K YIyYIIeHUIO KIIMHHYecKuX ucxomoB OIII1, Bxirrogast BEHKMBa€MOCTb.

B GonbmmmHCTBE CiTydaeB IIPpH OCTPOI AUCPYHKIINN TTOYCK TPEOYETCS IKCTPEHHO YAAINTE H30BITOK YKHIKOCTH
Y HEKOTOPBIX HOHOB. J1JIs 3TOM 11eH JO0CTaTOYHO MPOBEACHUS CTAHIAPTHOTO MHTEPMHUTTHUPYIOIETO eKEeTHEB-
HOTO TeMorann3a. B kadecTBe BpeMEHHOTO JIOCTyIa PEKOMEHIYeTCsl KaTeTepu3allis OMHON U3 FOTYISPHBIX
BEH 1mox1 KoHTposieM Y3U.

[TepByto mpoOHYIO Mporenypy peKoMeHayeTcs mpoBoanTh He Oomee 1,0—1,5 4, ecim cocTosiHUE OOTBFHOTO
He TpeOyeT nHoro. B manpHeNIeM IIUTeThHOCTD €KeTHEBHBIX TIPOIIeTyp MHTEPMUTTHPYIOIIETO TeMOIHATN3a
MTOCTETIeHHO (TI0/T KOHTPOJIEM COCTOSIHHS MAIIeHTAa U KOHIIEHTPAINH a30THCTHIX METa0O0IUTOB M SJIEKTPOITUTOB)
yBemmuuBaroT 110 3,0—4,0 4, a Benmmunny KT/V moBoxmsar mo >1,2. JlocTmkeHne XOTs ObI OHOTO U3 YKa3aHHBIX
TTOKa3aTesel SBIsSeTCs MOBOJOM IS TIepeBojia OOIHFHOTO Ha TPH MPOIIEAYPHl HHTEPMUATTHPYOIIETO TeMOIHa-
JM3a B HEJEIO.

CKOpOoCTh TIOTOKA THaNn3aTa peKoMeHayercs He Hike 500 Mir/MuH, TeMneparypa TUaln3upyoNIero pac-
tBopa 36-37 °C. CKopOoCTh KPOBOTOKA IPU OCTYTIC Yepe3 IEeHTPaIbHBIM BEHO3HBIH KaTreTep, B CPEIHEM,
coctasisaeT 250-300 mur/MUH B ToxOHpacTCss HHANBUAYATHHO B COOTBETCTBUH C COCTOSTHUEM TeMOIHHAMHUKHI
0opHOTO. [IpH KOHIIEHTpAITIH MOYCBHHBI B CBIBOPOTKE KPOBH OoJ1ee 40 MMOJIB/JT pEKOMEHIYETCS BO H30eKaHNE
TUCOKBUIIHOpUYMa-CHHAPOMA UTUTETHHOCTH MPOLIEAYPHI U CKOPOCTh KPOBOTOKA YMEHBIIIUTH TAKUM 00pa3oM,
4yT10061 TOTyduTh URR 0K0110 40%. OOBIYHO TSI 3TOTO BRICTABIISIIOT CKOPOCTH KPOBOTOKA, PABHYTO TPEXKPATHON
Macce Tea 00JBFHOTO B KMJIOTpaMMax JJIsl B3POCIBIX ITalieHTOB.

Henocrarounas 3¢ ¢GeKTHBHOCTD qUa3a MOKET OBITh CBSI3aHA C PEITUPKYIIAIUECH KPOBU B KareTepe (Jare
BCero MpH OefpeHHoM jaocTyre). Hepeako mporieaypy MpUXOANUTCS TMPEPHIBATh M3-32 PA3BUTHS THIIOTCH3HH.
ComnyrcTBytomas nHGY3HOHHAS TepaIis CHIDKAeT YPOBEHb MOYEBHHBI 32 CUET Pa3BEICHUS KPOBH U TAKXKE MO-
JKET YMEHBIATh 3P PEKTUBHOCTD auann3a. [1pu Hegocrarounoi 23¢h(HeKTHBHOCTH AUAIA3a BCISACTBUE JTIOOBIX
MIPUYUH PEKOMEHAYETCS TPOBOANTH JBa KOPOTKMX CeaHCa MHTEPMHUTTUPYIOIIETO AWATN3a B TEUEHHE CYyTOK
1100 TIepexXoqUTh Ha MPOJIEHHBIE WM TUOPUAHBIE TIPOIIeyphl. TexHIueckoe 00ecIedeHne TeMOInaTn3HON
MIPOIIETyPHI TPEOYET CTPOTOTO COONIOMEHUS MMEIOITUXCST HopMaTuBoB, BKitodas [ OCT PD Ha Bomxy 1tst TeMO-
muanmza. CreayeT TOMHHUTD, YTO Ka9eCTBO COJIEH, MCIIONB3yEeMbIX ISl IPUTOTOBJICHNST KOHIIEHTPHPOBAHHBIX
TUATM3UPYIONTNX PAaCTBOPOB, BHIIIE CYIIecTByOmuX B PO TpeboBanuii papmakorie, B CBSI3U ¢ 4eM HE00X0-
JUMO TIPUMEHSTH TIPOIYKTHI (haGpryHOTO M3roToBIeHN. Hanbomnee mpreMiIeMbIM 1 ONTHMAaJIBHBIM CITOCOO0OM
SIBIISIETCS] MCTIOh30BaHNE OMKapOOHATHOTO KaTpHKa ISl IPUTOTOBJICHHUS pacTBopa «By» B pexknmMe oH-TaiH
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B COYETAHMH C KHUJKUM KOHIIEHTpATOM «A» (haOpHUYHOro M3roTOBJIEHHUS. 3aMEIIaloNIie PacTBOPHI IPH TeMOo-
TaUIBTPAK JIOJDKHBI OBITh almMporeHHbl. MOTYT HCIOIb30BaThCsl KAK TOTOBBIE PACTBOPHI B (haOpruHON
yIIaKOBKe, TaK ¥ PaCTBOPHIL, IPUTOTOBIICHHBIE B pEKUME OH-TIalH. B mocneqHeM cirydae 0co6o BeICOKHE TpeOo-
BaHMS ITPEIIBSBISIFOTCS K KAYECTBY BOJIbI, COJICH M THAIM3HOMY 000PYIOBaHUIO B COOTBETCTBHH C TEXHHYECKOM
JIOKyMEHTAIMEeN MTPOU3BOIUTENS.

[Ipomyiennsie mporeyphbl MO3BOJSIOT yAAIATh BEIIECTBAa ¢ MOJIEKYIsspHON Maccoil 6omnee 10 x/la, onn
(DM3UONOTUYHEI B IJIaHE BOCCTAHOBIICHUSI TOMEOCTa3a U BOJIEMHUYECKOTO cTaTyca, Hanboee 3pQEeKTUBHBI IPH
HecTaObmIbHON reMoHaMuKe. OJJTHAKO OHHU COKPAIIAaioT MPOIYCKHYIO CIIOCOOHOCTD AUATM3HON anmaparyphl,
TpeOyIoT OONBIINX /103 AHTUKOATYJIIHTOB, MOCTOSIHHOTO KOHTPOJISL CO CTOPOHBI MEJTIepCOHaa, UMEIOT CyIIle-
CTBEHHO 00JIee BBICOKYIO CTOMMOCTh. PekoMeHyemast CKopocTh 3amertieHust 20—25 MJI/Kr/4, OHAKO CIEayeT
YUUTHIBAaTh, YTO Ha MPAKTHUKE peaibHas CKOPOCTh OKa3bIBaeTCs MeHbIe HazHaueHHOW (Ha 20-25%). Ecth
JAHHBIC HA HEOOJBIINX TPYIIaxX CPABHEHHUSI O TOM, UTO MPH OIUHAKOBOH 3()()EKTUBHOCTH apTepHOBEHO3HON
1 BEHO-BEHO3HOI reMoiua(uiIbTpaiiy MoCIeTHsSI IPH OJJMHAKOBOM A(PPEKTUBHOCTH MMEIa MEHBIIIEE YHCIIO
OCJIO)KHEHHI COCYTUCTOTO OCTYTIA.

ITeputoneansusrit quammu3 (I111) Taxxe moxeT ucnonb3oBathes npu OIIII, ograko PKU mo ero mpumene-
HUIO 0TCYTCTBYIOT. K mpeumymectBam storo Buja 3I1T M0OkHO OTHECTH TPOCTOTY, AOCTYITHOCTh, OTCYTCTBHE
HEOOXOMMOCTH NPUMEHEHHS aHTUKOAryIstHTOB. OJIHAKO NMEPUTOHEANTBHBIN AHain3 He JIMIICH HETO0CTATKOB.
K Hum, B mepByro ouepeib, OTHOCAT OTHOCUTENIEHO HEBBICOKHE KIMPEHCH YPEeMUYECKUX TOKCHHOB, TPYIHO
perynupyeMyro yabTpaduiIbTpaIfio, 3aBUCHMOCTb OT 00beMa OPIOIIUHBI, PHCK IEPUTOHHTA.

KonuuectBo 0OMeHNBaeMOM )KUIKOCTH BBIOUPAIOT HHIMBUIAYATBHO C yUE€TOM COCTOSHUS BHEITHETO JbIXa-
HUs, 00beMa OPIOIIHOM MOJIO0CTH, a TAKXKe THIIA IEpUTOHeaIbHOro Karertepa. Haunnator ¢ BBegenus 1,0-1,5 i
pactBopa, Ipu XOpolIel epeHOCHMOCTH YBEIMYMBAIOT 00BEM BIMBaeMoro pactsopa no 2,0 n. [lanuentam ¢
OO0BIIM 00BEMOM OPIOIITHOH ITOJIOCTH OOMEHUBAIOT 3a ITUKJI 110 2,5—3 11 pacTBOpa. OOMEHBI IPONU3BOJIAT KaXK bl
yac. B npouecce I1/1, B Opromayto nmonocts BBomsT renapud (500 EJl Ha 1 11 pacTBopa), 4TOOBI MPEAyIPEAUTh
3aKyTOpPKY KaTerepa crycTtkamu ¢pudpruHa. BBegeHHBIH B OpIOIIHYIO TIOJIOCTh TeNapuH He peadcopOupyeTcst U
MIPaKTUYECKU HE YBEIMYNBAET OMIACHOCTH KpoBoTeueHus. [lannenTsl, Haxomsmuecs Ha [1]] u mapentepansHOM
MMUTAaHUH, HYKAAI0TCA B JOMOJHUTEIHLHOM BBEICHUH aMUHOKHUCIIOT U OeJKa.

Pexomenpanus 4.2.12

Y 6onvnvix ¢ O, mpebyowux nposedenus 3TII, neodxooum dupphepenyuposarnviii ROOX00 K NPOEEOEHUIO
anmuxoaynaumuou mepanuu (NG).

Pexomenganus 4.2.12.1

Y 6onvnuix ¢ OIIII, mpebyrowux nposedenus 3111, npu pewenuu 6onpoca o xapakmepe aHmuKoayisHmHoU
mepanuu He peKoMeHOYemcs UCHOIb308aMb WKaAIbl oyeHku pucka kpogomeuenuti HAS-BLED, CRUSADE,
ATRIA (NG).

Pexomenpanus 4.2.12.2

Y nayuenmos ¢ nuskum unu cpeonum puckom KpoGomeueHusl, HapyuleHusMU Koazyisayuu, He NOTYYarouux
cucmemuvle aHMUKoazyIAaHmel, npu nposedenuu unmepmummupyrowjeii 31T pexomendyemcsa ucnonb3oeams
Hepakyuonuposannvlil unu Huzkomonexysapuviil cenaput (1C).

KomMenTapuii

AHTHKOArysstHTHas Tepanust HeoOoxomuma mipu 31T anst mpoduinakTkd TPOMOMPOBaHUS JAMAIN3aToOpa
(moTepst KpOBH B TPOMOUPOBAHHOM JTHAIM3ATOPE) M/MIM CHIMIKCHHUS MPOHUIAEMOCTH MeMOpaHbl. OHAKO
9TH TIOJIOKHUTENbHBIE dPPEKTHl HEOOXOAMMO COMOCTABIATh C PUCKOM KpoBoTeueHHH. [Ipu Mcmons30BaHuU
He(PaKIIMOHUPOBAHHOTO TeMapHHa JI03y TUTPYIOT A0 aocTmkeHus nenesoro AYTB 60 c. B kauecTBe HU3KO-
MOJICKYJISIPHOTO TeTlaprHa MPEIOYTUTEIBHO UCIIONIB30BaTh SHOKCUTIAPHH B J103¢ 1 MI/Kr mMaccel Tena. [lpu
BBICOKOM PHCKE PAa3BUTHS KPOBOTEUCHUS JIO3Y CHIDKAIOT 10 0,5 MI/KT Macchl Temna ¢ mocieayoeii nHpy3uei
npenapara 0,05 mMr/kr/4.

VY manueHToB ¢ TPOMOOLMTOIIEHUEH, YBEIHUEHHEM TPOTPOMOMHOBOTO BPEMEHH WM aKTUBHPOBAHHOTO
YaCTUYHOT0 TpoMOoIIacTuHOBOTo BpeMeHH (AYTB), 00ycioBiIeHHBIMI OCHOBHBIM 3a00JIeBaHUEM (HaTIpUMeED,
MeYeHOYHON HEeJ0CTAaTOYHOCTHIO) WM JAMIIIOIMOHHON KOoaryjaonaTHel, JOMOMHUTEIbHAas aHTUKOAryIsTHTHAs
tepanus npu 3I1T He nmeer npeumyects [Palevsky P.M. u coasr., 2008; Bellomo R. u coasr., 2009].

HuzkomonekynspHblif 1 HeppaKIIMOHUPOBAHHBIN I'eTTapHH OIMHAKOBO O€30MaCHBI B OTHOIIIEHUH PUCKa KPO-
BoTeueHHs U 3PPEeKTUBHBI B OTHOIICHUH TPOMOO03a IKCTpakopropanbHoro kKoHtypa [Lim W. u coasr., 2004].
OpHako MpUMEHEHHE HU3KOMOJIEKYISPHOTO TenapuHa 6osee ymoOHO (onHa OONIOCHAS MHBEKLUS B Hadaje
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naTepMuTTHpYytomiero I'/J[) n u3-3a HU3KOro pHUCKa Pa3BUTHA TeMapUH-UHIYIIMPOBAHHON TPOMOOIIUTONICHUH,
a TaKKe OTHAJICHHBIX MOO0YHBIX 3()(HEKTOB (TUCIUIUAESMUS, OCTEONOPO3, TUIepaibaocTeporn3M) [ European
Best Practice Guidelines for Haemodialysis, 2002].

O):[HaKO HeO6XOIII/IMO IIOMHUTBL O TOM, YTO SJIMMUHALIMA HU3KOMOJICKYJIAPHBIX I'CIIAPUHOB OCYIIECTBIIACTCA
MIperMYyIIeCTBeHHO moukaMu. B cBsa3u ¢ atum nipu OIII1 Bo3mMokHA KyMyIaLus mpernapara, 4To yBeJINIHBAET
PHUCK KPOBOTEUECHHUS.

ITosTOMy 703BI IIpenaparoB Mpu UHTEPMUTTUPYIOIIEeM [ /] ciemyeT mogdbupars HHANBUAYAIHHO B 3aBUCH-
MOCTH OT HAJIMYHS/OTCYTCTBUSI HAPYIICHUH KOATYIISIIUH W/UITH PUCKA KPOBOTCUCHHH.

Pexomenpanus 4.2.12.3

IIpu npoonennvix npoyedypax 3T pekomendyemcsa ucnonb308ame pecuoOHapHYI0 AHMUKOARYIAYUIO YUmpa-
mom (npu omcymcemaeuu npomusonoxkazanuii 01 8gedenuss yumpama) (2B).

Pexomenganus 4.2.12. 4

Ilpu Hanuuuu npomusonokasanuii Ol 66e0eHU YUMPAMA PEKOMEHOYemcs UCNONb308AMb HUSKOMOJIEK)-
asapHuiil eenapun (2C).

Pexomenpanus 4.2.12.5

Y nayuenmos c evicokum puckom kpogomeueHus, He NOIYYAIOUWUX CUCEMHYIO AHMUKOAZYIAHIMHYIO MEPAnuio,
PEKOMEHOYemcs UCNONb308AMb PESUOHAPHYIO YUMPAMHYIO AHMUKOARYAAYUIO (MPU OMCYMCMEUU NPOMUEONo-
Kazanutil 015 esedenus yumpama) (2C).

KomMmenTapuii

AHTHKOAryJSIHTHOE JICHCTBHE LIUTpaTa HATPUS 3aKJIF0YAeTCs B 00pa30BaHMK KOMILJICKCA C HOHU3MPOBAHHBIM
KaJIbIUEM U, TAKUM 00pa3oM, MPephIBaHHS KOATryJSIIMOHHOTO Kackaaa. YacTh muTpara moTpediseTcs B 3KC-
TPaKoOpIOpaabHOM KOHTYpe. L{uTpar, monanaroiuil B CACTEMHYIO HUPKYJIALINIO, OBICTPO METa0OIU3UPYETCS B
[ICUCHH, MBIIIIAX U IIOYKaX C BBICBOOOKICHUEM KaJIbIUs ¥ 00pa3oBaHrueM OMkapOOHaTa. DKCTPaKOpIIOpaIbHbIC
MOTEPH KaJIbIUsI HEOOXOUMO KOMIICHCHPOBATH JIOTIOJTHUTEIIBHO HH(PY3UIMU PACTBOPOB KAJIBIIHS.

[Ipu nposenenun npoueaypsl 31T n0o3y nurpara TUTPYIOT 10 JOCTHIKCHUS YPOBHS MOHU3UPOBAHHOIO
KaJIbIUs 1ocsie quann3aropa Mexee 1,2 mr/mi (0,3 Mmoub/i).

Pexomenganus 4.2.12.6

Pexomenoyemcs uzbecamo npumeHenus pe2uOHAPHOU 2enapuHu3ayuy npu npogedeHul nPoojieHHbIX npo-
yeoyp 3T y nayuenmog c evicokum puckom Kpogomeuerus (2C).

Pexomenganus 4.2.13

Peoicumvl u mexnuxa svinonnenust omoenvroil npoyedypul unu cepuu npoyedyp 31T oonicrbl Obimv uHOUGU-
OVanu3UpOSaHbvl U HANPAGILEHbL HA 0becneyerte HeodXOOUMO20 KOHMPOIS U TUKSUOAYUU BEOVUUX OCTIONCHEHUT
OIlII (NG).

Pexomenpanus 4.2.14.

IIpu nposedenuu unmepmummupyioweeo 1 /] credyem cmpemumocs k docmudicenuio Kt/V 3a oouny npoye-
oypy = 1,2 unu >3,9 3a nedenio (1B); eciu no mem uiu uHbLM NPUHUHAM OOCMUdICEHUE MAKOU 003bl OUANU3A
HEBO3MOJCHO, MO clledyem Y8eruyums 4acmomy uiu gpems evinonnerus npoyedyp (NG).

Pexomenganus 4.2.15

3IIT cnedyem npodondxcams 00 mex nop, NOKA He npou3otdem 80CCmManosieHue GYHKYulli opeana 00 ypoeHs,
obecneuugaroue2o 00CmamouHoe 80008bloeleHUe, A30MUCMbIU U INIeKMPOIUMHBLU OANAHC, NO0OepHCaHue
KOC (NG).

KomMmenTapuii

B xauecTBe OpUESHTHPOBOUHBIX KPUTEPUEB IS PUHATHSI PEIICHHUs 0 Tpekparienuu rnpoueayp 31T moxHO
HCIIOJIb30BATh CIICAYIOIINE TOKA3aTCIIH:

* Jlnype3 6osee 0,5 MJI/KI/d IpH CYyTOUHOM MOTPEOHOCTH B METICBBIX AUypeTUKax He 6ojee 200 Mr/cyT u
LB/ ue Beme 15 MM BoOII. CT.

* KoHIleHTpamus Kajausi B CBIBOPOTKE KPOBU HE BbIIIE 5,6 MMOJIB/JI.

* OTCcyTCTBHE TsDKEIOro Meradbonmuyeckoro amumosa (SB 6osee 15 mmoinb/n 0e3 uHdy3uii OukapOoHaTa
HaTpus).

* KoHIleHTpaIisi MOYCBHHBI B CHIBOPOTKE KPOBHU IEPE]] Haua oM OYEPEIHOTO CeaHca reMoinaan3a MeHee
20 MMOJIB/JI.
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[MPABVJIA J19 ABTOPOB

Kypnan «Hedposnorus» myOikyeT cCooOIIeHHs 10 aKTy-
QJIBHBIM BOIIPOCAaM KIMHUYECKON M SKCIIEPUMEHTAILHOM He-
(portorny 1 CMEeXHBIX obnactel ((PU3MOIOTHS U TATOJIOTHS
BOJIHO-COJIEBOT'O TOMEOCTAa3a, COCTOSTHHUE MOYEK MPH APYTUX
3aboneBaHusAX 1 T.7.). KpoMe Toro, B KakjoM HOMepe Tpe-
cTaBJeH paszaen «KypHai B )KypHaje», B KOTOPOM MyOIHKy-
I0TCSl COOOLIEHHS IO aKTyaJIbHBIM IIPOOJIeMaM YPOJIOTHH 1
repuarpuueckoit Hepponorun. C 2013 1. sKypHaN u3aaercs
B IIECTH HOMepax. J[Ba HOMepa JKypHalla — TeMaTHIeCKHeE.
B Ne3 pasmentatorcest myOnuKaiiy HepoIOroB-TeANaTpOB
(oTBeTCTBEHHAS 32 BBITYCK JI-p MeI. HayK, mpodeccop CaBeH-
koBa Hanexxma Jimurpuesna), B NoS — myOnukanuu Heposio-
roB FOxHoro u CeBepo-Kapkazckoro deaepalibHbIX OKPYTOB
P® (oTBeTCTBEHHBII 3a BBITYCK JI-p M. Hayk mpodeccop
Bartormma Muxann MuxaiinoBny).

JKypHai pezcraisieT THGOPMALIHIO B CIICITYIOIIEM BUJIC:

IlepenoBele cratbu

O0630pbI U TEKIUU

OpuruHasbHbIE CTaTbU

Kpartkue cooOrmieHus

HaOmionenns U3 npakTHKA

Meroanieckue cooOImeHus

Juckyccus n nHbopManus (IUCKYCCHOHHBIC CTaThH,
peleH3n , MIChMa B PeIaKIMIo, COOOIIEHH O ITaHax Mpo-
BeJIeHMs1 KOH(EPEHIUH, CHMITO3UYMOB, ChE3J10B 10 HEPpO-
noruu B Poccun 1 3a pyOesKoM, OTYETHI O HUX, aHHOTAIHH
HOBBIX KHUT 1O HE()POJIOTHH H T.JI.)

Marepuansl Uit TOCJIEAUIUNIOMHOTO 00pa30BaHUs 110
He(hporornu

OdunmansHbIe TOKYMEHTBI

HO6unen

Pexnama

B paznene «IlepenoBrie cTatbm» MmyOauKyroTcst pabo-
TBI, UMEIONIHE, IO MHEHNIO Penakiuy, Ba)XHOE HAYIHO-
MIPAKTHYECKOE MM TEOPETHYECKOE 3HAYCHHE.

Bce npezacrasisieMbie MaTepuaibl PELEH3UPYIOTCS U
obcyxnatorcst Penakuuonnoit Komierueit.

K myOnukarmy B )kypHasie IPHHUMAIOTCS OpUTUHATBHBIC
CTaThH, BHITIOJIHEHHBIE HA COBPEMEHHOM METOIMYECKOM U
METOJOJIOTHYECKOM YPOBHE, C COOITIOZICHUEM « DTHUECKUX
MIPUHIIMIIOB ITPOBEACHUS HAYYHBIX MEIUIIMHCKIX HCCIIEN0-
BaHUH C y4aCTHEM UYEJIOBEKa» U B COOTBETCTBUH C «IIpaBu-
JIaMU KJIMHUYeCKOH npakTuku B Poccuiickoit @eaepanun»,
BCE YIOMSIHYTBIE B paboTe JIOAM JOJDKHBI 1aTh HHOPMH-
POBaHHOE COIIacHe Ha yyacTue B uccienoBanuu. Hay4ano-
HCCIIEI0BATENBCKAE IPOEKTHI, TPEOYIOIINE HCII0JIb30BAHUS
9KCTIEPUMEHTAIBHBIX KUBOTHBIX, IOJKHBI BBITTOTHITHCS
C COOJIIOZIGHUEM MPUHIIMIIOB TYMaHHOCTH, M3JIOKEHHBIX B
nupektuBax EBporneiickoro coobmecrsa (86/609/EEC) u
XenmbCHHKCKOH JIeKIIapalyu, B COOTBeTcTBIH ¢ «IIpaBnnamun
TIPOBEICHUSI PabOT C HCTIOIb30BAHNEM HKCIIEPUMEHTAIBHBIX
JKHBOTHBIX).

Bce MenmkaMeHTBI M M3[ENUST MEIUIIMHCKOTO Ha3Ha-
YEHUsI, UCTIONb3YEMbIC B HCCIIEIOBAHUSX, JIODKHBI HMETh
COOTBETCTBYIOILYIO PETUCTPALIUIO U CEPTUDHUKATHI.

[Tpu nmyOnukanmy pe3yapTaToB KIMHHYECKOTO HCCIIe0-
BaHU (HayIHOE MCCIICIOBAHNE C yYaCTHEM JIFOIEH, KOTOpoe

MIPOBOJMTCS C EIIBIO OIICHKU d(PPEKTUBHOCTH U Oe3011ac-
HOCTH JIEKapCTBEHHOTO Iperiapara) HeoOX0IMMO yKa3aHHe
Ha pa3pelieHne COOTBETCTRYomIero ruyeckoro Komurera.

Cpenauii cpok ImyOmMKanuyu OT MOMEHTA IMOTYYECHUS
pykonmcHu cocTasisieT 6 mecsineB. Kak mpasuno, cratey,
HalpaBlieHHbIE B JKypHaJ, MyOIHUKYIOTCS B MOPSAKE IMO-
cryienust B Penakuuto. [Ipu npouux pagnvix yciogusix
noOONUCYUKY (MO NPe00CMAasieHU0 KCEPOKONUU NOONUCHO20
aboHnemenma) UMerm npaso Ha NepPeooyepeoHoe pasye-
wenue mamepuanog. IIpu 3TOM MPEUMYILECTBO OTAACTCS
JIOKTOPaHTaM, aclIUpaHTaM U COMCKATEIsIM B TOM CIIydac,
€CJIM OHU SIBJISIIOTCS MOJNUCYMKAMU KypHana. Takke BHE
o4epear MOTyT ObITh OIyOJIMKOBAHbI CTaThH, OATOTOBJICH-
HBIE 110 3aKa3y Penmakimm xypnana «Hedponorus» i no
WHJIMBH/TYaJIbHOI TOTOBOPEHHOCTH € pellakIMel xKypHaia
«Hedponorus» Ha IaTHOH OCHOBE.

Obwue npasuna. Pykonuch cTaThy TOTKHA OBITH IPeI-
craByieHa 3aB. pegaknueil Kapynanoit Aune BukroposHe B
JIBYX DK3eMIUIIpax, HaredyaraHHo! 1wpudTom He MeHee 12
4yepes3 2 HHTepBaJia Ha OIHOM CTOpoHE Oernoi Oymaru ¢op-
Mara A4 (210x295 Mm) ¢ mossiMu B 2,5 ¢M 110 00€ CTOPOHBI
TEKCTa, MPOAYOINpOBaHa Ha SIEKTPOHHOM HOCHTEIIE WMIIN
JIOTIOJTHUTEIIBHO TPUCIIaHa 10 3JIEKTPOHHOM noure. Jlomy-
CTHMO HAITPaBIICHUE PYKOIHCEH TOIBKO 110 HJIEKTPOHHOM T10-
yre (journal@nephrolog.ru). OxHaKo Kbl Takoi ciryyai
JIOJDKEH OBITh ITPeBapUTEIIBHO coracoBaH ¢ Penakiueii.

Pyxonucoy cmambou 00121cHA 6KIOYAING 6 00HOM (Paii-
Jie: 1) TUTYIBHBIH JINCT HA PYCCKOM M aHIIMHCKOM SI3bIKaX;
2) pethepar Ha pyCCKOM 1 aHITIMHACKOM S3bIKaX; 3) KIIFOYEBEIC
CJIOBa HA PYCCKOM U QHTIIMHCKOM SI3bIKaX; 4) TEKCT CTAThH;
5) Tabnuiel; 6) WUTIOCTPALUU; 7) MOANUCH K WIUTIOCTpa-
musiM; 8) oubnmorpaduueckuit ciucok; 9) cBeaeHHs O
KOH(JIMKTE HHTEPECOB.

Tumynvnwtit 1ucm 0071x4cen co0epIcamy Ha pyccKoM U
anznuiickom a3vikax: 1) GaMunmio, IMs, OTIECTBO BCEX aB-
TOPOB (MTOJTHOCTHIO); 2) Ha3BAHUE CTAThH, KOTOPOE TOJKHO
ObITh MH(OPMATUBHBIM U JIOCTATOYHO KPATKUM; 3) OJIHOE
Ha3BaHUE YUPESKACHUS U NosipaszeneHus (kadeapsl, 1ado-
patopuu u T.11.), Te padoTaeT KaXkablid U3 aBTOpoB. AOOpe-
Buarypsl, Harpumep, HUU, CTIIOI' MY u T.11. HeIOIYCTHMBL,
4) KOHTaKTHBIC JaHHBIE (TOYTOBBINA apeC YUPESKICHUS C
MHJIEKCOM, MOAIpa3/ielieHne, TOKHOCTD, aJpec dIEKTPOH-
HOH 1OYTHI, TeedoH), Harpumep:

CaezieHnst 00 aBTOpax HEO0OXOAMMO PUBOIUTD B COOT-
BETCTBHUH CO CIIEYIOMINM 00pa3[oM:

CaeneHusi 00 aBTopax:

[Ipod. Kporos Muxawn IlerpoBru

197022, Poccus, Canxt-ITerepOypr, ya. JI. Tomncroro,
n. 17, xopn. 54. Ilepsoiii Cankt-IletepOyprckuii rocy-
JIapCTBEHHBIN MEAULIMHCKUM yHUBepcuTeT uM. akaz. M.I1.
[TaBnoBa, kadenpa MporeIeBTUKN BHYTPSHHUX OOJIC3HEH.
Ten.: (812) 346-39-26, E-mail: krotov@mail.ru

Prof. Mikhail P. Krotov MD, PhD, DMedSci.

Affiliations: 197022 Russia, St-Petersburg, L. Tolstoy
st., 17, build. 54 First Pavlov St.-Petersburg State Medical
University Department of Propudeutics of Internal Diseases.
Phone (812) 3463926; E-mail krotov@mail.ru
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CepreeB Poman BuktopoBuu, kKaHI. MeI. HayK

Poccust, 198125, Cankr-IlerepOypr, Hab. pexu ®on-
TaHkH, 1.154, CeBepo-3amaaHblil perHOHATBHBIN YHIOKPHU-
Hojioruyeckuii ieHTp CaHkt-IleTepOyprckoro MHOTOIPO-
(upHOTO IIEHTpA, OTAeIeHue reMonanusa. Tei.: +7 (812)
676-25-13, E-mail: yaddd@yandex.ru.

Roman Chernikov MD, PhD.

Affiliations: Russia 198125, Saint-Petersburg, Emb.
Fontanka river, 154 . Northern-Western regional endocrine
center of Saint-Petersburg multidisciplinary center
Hemodialysis unit. Phone: +7(812)6793597 E-mail: serg@
mail.ru.

Crnemyet ykas3aTh, ¢ K€M U3 aBTOpOB Penakmms u uura-
TEJIM MOTYT BecTH nepenucky. [lockonbky nHpopmanus o
KOHTAKTHOM JIMIIE pa3MellaeTcs B )KypHalle, He peKOMEH-
JIyeTcsl yKa3blBaTh JIOMAIIHKE aJpeca.

Peghepam opurnHaNBHON CTaTHH JOIKEH OBITH CTPYKTY-
PHPOBaHHBIM U 8KIH0UANb Yemblpe 00513amenbHble PYOpUuKuU.
a) [IeNb NCCIIeIOBAHNS; 0) MAIMeHThI H METOBI (MaTepHal i
METO/IBI — ISl 9KCIIEPUMEHTAIBHBIX paboT); B) pe3yNbTaThl;
r) 3akmodeHrne. O0beM pedepara H0KEH ObITH HE Oojice
200 — 250 crnoB. [Tocie pedepara MOMEIIAIOTCS «KIHOUEBbLE
cnosay (ot 3 mo 10 ciioB), CIIOCOOCTBYIOIINE WHACKCUPO-
BaHUIO CTAaThU B MH(POPMAIIMOHHO-TIONCKOBBIX CHCTEMAX.

Pegpepamur 0630pos, nexyuil, OucKyccuonHsix cmameti
COCMAgSAIOMCs: 8 NPOU3BOILHOLL hopme.

Texcm opucunanvHOU cmamoi Q0JICEH UMEMb CLe0YIO-
Wy cmpykmypy:

Beseoenue. B nem Qopmynupyercs 1eiab 1 HeOOX0IH-
MOCTB NPOBEICHUS MCCIECIOBAHNS, KPATKO OCBEIIACTCS
COCTOSIHHE BOIIPOCA CO CCBUIKaMU Ha Hambolee 3HAYNMBbIe
My ONUKAIN.

Hayuenmovt u memoowvt (Mmamepuan u memoovl — 01
IKCnepumenmanbHuIX padom). [IpuBOISTCS KOINUECTBEH-
HBIC ¥ KAYCCTBCHHBIC XapaKTEPUCTUKHU OOJTBHBIX HITH APYTUX
0OBEKTOB MCCIICIOBAHN (3MOPOBBIC JIFOIH, SKCIICPHMEHTAITh-
HBIE KMBOTHBIE, TATOJIOTOAHATOMITYECKUI MaTepral U T.X.).
YIOMHHAIOTCSI BCE METO/IbI MCCIICI0BAHMUI, IPUMEHSIBLLINECS
B paboTe, BKIIOYasi METO/bI CTaTHCTHYECKOH 00paboTKh
JaHHBIX. [Ipy yIIoOMUHAHUY armapaTtyphl B HOBBIX JICKAPCTB,
B CKOOKaxX, HCOOXOMMO YKa3aTh MPOU3BOAUTEIS U CTPaHY.

Jaercs monpoOHOE ONMCaHNe CTAaTHCTHYECKUX METOIOB
WCCIICIOBAHMSA: Ha3BaHHE IMaKeTa MPUKIATHBIX CTATHCTH-
YECKHUX MpOorpaMM (CTpaHa-MPOU3BOAUTETH, KOMIAHHS);
B KaKkOM BHJIE MPE/ICTABJICHBI IICHTPAIbHbIE TCHICHIIMH B
3aBHCHMOCTH OT BUJIa pacIpe/IeNIeHns] TOKa3arelieil; Kakue
HCITONIb30BaHBl KPUTEPUU MPU HCIIOJIE30BAHIH KOJTUYC-
CTBCHHBIX M KaYECTBCHHBIX ITOKA3aTeNIel; KaKue KPUTCPHH
WCTIONG30BaHbI JUTS OIEHKH CHITBI B3AUMOCBSI3H MEKIY I10-
Ka3aTessiMH; KaKie MHOTOMEPHBIE METO/IbI MCCIICIOBAHUS
MPUMEHSUIN; KPUTEPUI OTKIIOHEHHSI HYJIEBOW CTaTHCTHYE-
CKOM TMIIOTE3bI.

Pezynomamet. VIX cneqyet MpeacTaBIsTh B IOTHICCKOM
MOCIICIOBATEIFHOCTH B TEKCTE, TAOMUIIaX U Ha PUCYHKaX.
B Texcre He criemyeT MOBTOPATH BCE JaHHBIC U3 TaOIUI] 1
PHCYHKOB, HaJI0 YIIOMUHATh TOJbKO HanOoliee BaXKHbIC U3
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HuX. B prucyHKax He ciemyer myOnupoBarh NTaHHEIC, TPH-
BeJICHHBIC B Tabiumax. BenndmHbl n3MepeHuil JOKHBI
COOTBETCTBOBATh MexxayHaponHoi cucreme exunmi (CH),
32 UCKJTIOYCHUEM M0Ka3aTeliei, TpaAuIIMOHHO U3MEPSIEMbIX
B IPYTUX eIUHMNAx. PUCYHKH U TaONuIBl pa3MeniaoTcs B
TEKCTE CTaTh! B MECTE MX MEPBOTO YIIOMUHAHUSL.

Oécyscoenue. BriaennTs HOBBIC U BaXKHBIC aCIICKTHI
PE3yNBTaTOB UCCIIEAOBAHHSA U TI0 BO3MOXKHOCTH COIOCTa-
BUTH MX C JIAHHBIMHU JPYTHUX HCCIIEIOBATENeH, HE CIIeayeT
MOBTOPSTH CBEJCHUS, YK€ NMPUBOJIMBIINECS B paszelie
«BBeznenue», u moppoOHbIE TaHHBIE U3 pazzuena «Pe3yib-
Tarel». B 00CykJIeHne MOXHO BKJIIOYUTH 00OCHOBAaHHBIC
PEKOMEHIAIINN.

3akntouenue NOMKHO KPATKO CYMMHPOBATh OCHOBHEIC
UTOTH PabOTHI.

Ooveounenue pyopuk (nanpumep, «Pezynomamol u
oocyycoenuern) neoonycmumo! Iloooonvie cmamou ne
paccmampuearomcea u He peyeH3upyiomcs.

Pyopukauusa 0030pos, nekyuil, OUCKYCCUOHHBIX CIa-
meil, HaOII00en Ul U3 NPAKMUKU, MEMOOUUECKUX CO0OUle-
HUIl MOdCcem ObImb NPOU3BOTbHOIL

[Tpu ynoMuHaHUM aMUITUIA OTAEIIBHBIX aBTOPOB B TEKCTE
UM JOJDKHBI IIPEeJIIIeCTBOBATh MHAIMANIB! (MHUIHABI U (ha-
MUJIMU HHOCTPAHHBIX aBTOPOB IIPUBOISATCS B OPUTHHAIIBHON
TpaHcKpunmuu). Ecnu crates HanmcaHa Oonee 4eM IBYMs
aBTOpaMH, B TEKCTE YKa3bIBAIOTCS MHUIIUAIBI U (haMUIIH
TOJILKO TIEPBOTO aBTOPa, MOCIIE KOTOPOH CIIEYET «1 COaBT.».

B Tekcre crarbu OubauorpadMuecKie CChUTKU JTAF0TCS
apaOckuMu UdpamMu B KBaJIpaTHBIX CkoOkax. B Onbmmorpa-
(ryecKkuii CIIMCOK He PEKOMEH/IYETCS BKJIIOUATh CCHIIIKH Ha
JIUCCEePTAIMOHHBIC pabOTHI, TaK KaK 03HAKOMIICHHE C HUMHU
3aTPyIHUATEIBHO.

Tabnuyvr. Kaxxnast Tabnuia medaraercs dyepes3 JBa
MHTEpBaJa U J0JDKHA UMETh Ha3BaHHUE U TOPSAKOBBIH HO-
Mep COOTBETCTBEHHO TIEPBOMY YITOMHHAHHIO €€ B TEKCTE.
Tabnu1ie! pacroaraloTcst B TEKCTE CTaThbH B COOTBETCTBHA
¢ mepBbIM yrmoMuHaHUeM. Kaxmplit cronber B Tabnwmie
JTOJDKEH MMETh KPaTKUi 3aroJI0BOK (MOYKHO HICTIONB30BATh
ab0OpeBmarypsl). Bee pa3bscHeHwsl, BKIIto9Yast pacim@poBKy
ab0peBuaryp, HaJI0 pa3MeIIaTh B CHOCKaX. YKa3bIBalTe cTa-
THUCTHYECKHE METOIbI, HCIIOJIb30BaHHBIE [T ITPEICTABIICHHS
BapnaOeIbHOCTH JIAHHBIX 1 JIOCTOBEPHOCTH PA3IHUHMA.

Ilpu nabope mabnuy He HAOO UCNONBL308AMb HUKAKUE
CUMBOTLL, UMUMUpYOUjUe TuHeliku (ncesdocpaguxy, oeguc,
CUMBOJL NOOUEPKUBAHUS).

Hnnrwocmpayuu (pUCyHKH, CXEMBI, AHarpaMMbl) pac-
TIOJIAraroTCs B TEKCTE CTaThbl B COOTBETCTBUH C TIEPBBIM YIIO-
MuHaHUEM. OHU JJOJDKHBI OBITH ITPEACTABIICHBI B 3JIEKTPOH-
HoM Buze B popmare *TIF, *JPG, a ¢potorpaduu — TOIbKO B
¢dopmare *TIF. Homyctumo mpeacTasnenne GpoTtorpaduii Ha
IsTHIIEBOM Oymare. B TakoM cirydae Ha 000pOTHOH CTOpOHE
MSITKMM KapaHJaIloM IO0JDKHBI OBbITh YKa3zaHbl: (aMuins
aBTOpa (TOJIBKO EPBOT0), HOMEp (hoTorpaduu, 0603HaYECHHE
Bepxa pororpadun. PucyHkr He TOIKHBI OBITH IEpETrpysKe-
HBI TEKCTOBBIMH HAIIHACIMHU.

WnmocTparun, Kak MpaBuio, IMyOIHKYIOTCS B YEPHO-
Oenom Bapmante. Hinocmpayuu mocym 6vims 0nyonuKo-
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8aHbL 8 YSEMHOM hopmame 3a cuem asmopos. ABTOPHI, xKe-
JIAFOIIME TOMECTUTH UIUTIOCTPALIUY B TAKOM BHJIE, TOJIKHBI
IIPeIBapUTENIBHO CONIAcCOBATh JaHHBIHN Bomnpoc ¢ Penakiueit.

[Moamucn K WILTIOCTpANMSIM TTeYaTaroTCs 4epes3 2 HHTep-
BaJla ¢ HyMepanuei apadbckumu udpaMu, COOTBETCTBYIO-
el HomepaM pUCYHKOB. [loanuch K KakIOMy PUCYHKY
COCTOMT M3 €0 Ha3BaHMUs U «JIETeHABD» (0OBbSICHEHU yacTei
pHUCYHKa, CHMBOJIOB: CTPEJIOK M APYTHX ero aeraneit). B
TIOATHUCSIX K MUKpOdoTOrpadusiM Ha/l0 YKa3blBaTh CTEIICHb
YBEIMYEHUSI, CIIOCOO OKPACKH MJIM MMITPETHAIHH.

Hcemounuk ghunancuposanusa. ITpusonsrces naHable 00
HCTOYHUKE (QHHAHCHpPOBaHUS (ecinu mMeetcs). Hampumep,
«Pabora BbIIOIHEHA TIpU ToAaep ke Poccuiickoro Gpoxmaa
(byHIaMeHTabHBIX nccienoBanuii (rpantel Ne 97-04-49434
n 00-04-49548)».

Kongpnuxm unmepecos. B coorBeTcTBUM ¢ peKOMEH1a-
usiME MeXTyHapoJHOTO KOMHUTETa PEAKTOPOB MEANIIMH-
cKux xypHaoB [International Committee of Medical Journal
Editors. Uniform requirements for manuscripts submitted
to biomedical journals: writing and editing for biomedical
publication. URL:http://www.icmje.org/index.html (Updated
April 2010] KOHQIUKT UHTEPECOB, KACAIOIINICS KOHKPETHON
PYKOTIMCH, BO3HUKAET B TOM CITydae, €CIIM OIUH U3 yJaCTHH-
KOB TIpOIIECca PELICH3NPOBAHNUS WIIH ITyOJIMKALMN — aBTOp,
PELICH3EHT WIN PElaKTOp MMeEET 00s3aTeNnbCTBa, KOTOphIe
MOTJTH ObI MOBIUATH HA €r0 UM €€ MHEHHUE (JIaXKe €CIIU ATO
1 HE TIPOMCXOIUT Ha caMoM Jiesie). OUHAHCOBBIE OTHOLICHHS
(Hanpumep, cBsS3aHHBIE C MPHEMOM Ha paboTy, KOHCYIIb-
TAIUsIMH, BIAQJCHUEM aKIWSMH, BBIIIATOW FOHOPApPOB U
3aKIIFOYCHUSIMA SKCIIEPTOB), TPSIMbIC MM 4epe3 OMM3KUX
POJCTBEHHHKOB — HanOoJ1ee yacTast IPUINHA BOSHUKHOBEHHS
koH(uMKTa HHTEepecoB. TeM He MeHee, BOBMOXKHBI 1 IpyTrHe
TIPUYMHBIL: JINYHbIE OTHOLICHHS], HAYYHOE COIEPHUYECTBO U
MHTEIUICKTyaJIbHBIE IPUCTPACTHSL.

JloBepue 00IIECTBEHHOCTH K IIPOIIECCY PELICH3MPOBAHNS
1 JOCTOBEPHOCTH ITyOJIMKYEMBbIX CTaTE€l YaCTUYHO 3aBUCHUT
OT TOTO, HACKOJIBKO YCIICIITHO ITpo0IeMa KOH(INKTa HHTe-
PEeCcoB perianach BO BpeMsi MX HallMCaHUsl, PELieH3UPOBAHHS
U peaaktupoBaHus. [IpenB3SToCcTh B CTaThe 4acTO MOXHO
BBISIBUTH M yCTPAHUTH IIPH TIIATEILHOM U3YYEHHH UCTIOIb-
30BaHHBIX HayYHBIX METOAOB M BBIBOJOB. IIpenB3aTocTs,
CBSI3aHHYIO C (DMHAHCOBBIMH OTHOUICHUSMH M MX BIIHA-
HUSIMH, BBIIBUTB TOpa3I0 TpyJHEEe. YUacTHHKH Mpolecca
PELEH3UPOBAHUSI U ITYOIMKAIMH JOJIKHBI COOOIIATh O HAJIH-
YMU KOH(IIMKTA HHTEPECOB. DTa nH(OpMaIus T0IKHA ObITh
JIOCTYITHOH, YTOOBI MOKHO OBIIIO OIEHUTH CTETIEHb BIUSHUS
storo koHpukTa. Xypran «Hedponorus» He mpuHEMaeT
CTaTbhH OT aBTOPOB, IMEIOIINX KOH(INKT HHTEPECOB.

Buipasicenue npusnamenvsrnocmu

ITocne pasaena «3akiroueHUE» aBTOP (aBTOPHI) MOTYT:

BBIPA3HUTh PU3HATEIBHOCTD 33 HAYYHYIO W TEXHUYE-
CKYIO TIOMOII[b B CO3ZIaHUH CTAThH;

o0JIarolapuTh 32 MPEIOCTABICHHYIO (PMHAHCOBYIO U
MaTepHaIbHYO MOAICPKKY C YKa3aHUEM €€ XapaKTepa;

PacKpBITh (DMHAHCOBBIE OTHOIIEHUS, KOTOPbIE MOTYT
HOBJIEYb 32 000 «KOH(IUKT nHTEpecoB) (cM. «KoH]uKT
HHTEPECOBY).

B sToM pa3zzmene MoryT ObITh Ha3BaHBI JIHIIA, BHECIINE
WMHTEJJICKTYalbHbIA BKIIAJ] B HAallMCAHUE CTAaThU (C yKaza-
HHEM UX POJIM WM XapaKkTepa BKJaja), KOTOPBIH, OJTHAKO,
He OBUI JOCTaTOYHBIM JIJIsI BKIIFOUSHHUS X B UHCIIO aBTOPOB.
XapakTepucTuka MOXKET OBITh, HalPUMEp, CICHYIOMICH:
«HAYYIHBI KOHCYJIBTaHT», «PEICH3NPOBAaHUE TPOCKTA MC-
CIIEZIOBAHUS», «y4acTHe B cOOpe JaHHBIX) WIIN «y4acTHE B
KIIMHUYCCKOM HCCIICOIOBAHUNY). Takue Jiina AO0JIKHBI 1aTh
MUCbMEHHOE COTJIacke Ha OOHapoIOBaHWE CBOMX MMEH.
ABTOpBI HECYT OTBETCTBEHHOCTb 3a €TI0 MOIyYeHHUE, TaK KaK
YUTATEIIN MOTYT CIIeJIaTh 3aKIIFOYCHIE 00 OTOOPEHIH STUMHU
JIFOTBMH TIPEICTABICHHBIX TaHHBIX WA BBIBOIOB CTaThU.

Bubnuozpagpuueckuii cnucok nedaraercs depes 2
WHTEpBaJIa, K&K/IbI HCTOYHUK C HOBOM CTPOKH MO OPSI-
KOBBIM HOMEPOM. B cniucke 6ce pabomul nepeducisiomcs 6
nopsoKe YyumuposaHus (CCbLIOK Ha HUX 8 meKcme), d He No
angpasumy gamunuii nepgvix agmopos. IIopsimok coctasie-
HUSI OMOTHOTpahUIecKoro CIHCKa CISAYIOIINIA: a) (haMIITHs
(1) ¥ MHUIMATIBI aBTOPA (OB) KHUTH UJIH CTAThH; 0) Ha3BaHUE
KHUT'Y UJIN CTATbU, B) BbIXOAHBIC JaHHBIC. le/l ABTOPCKOM
KOJUIEKTHBE JI0 4 YelIOBEK BKIFOYNUTEILHO YIIOMUHAIOTCS BCE
aBTOpPHI (C MHUIManaMu rocie pamuann). [pu Gompmx
ABTOPCKUX KOJUICKTHBAX YITIOMHUHAIOTCS TP IIEPBBIX aBTOPA
u 100aBuseTcs «u Ap.» (B MHOCTPAaHHOHN JHTEpaType «et
al.»). B HeKOTOpBIX CilydasiX, KOIjla B KaueCTBE aBTOPOB
KHUT BBICTYNAIOT UX PEAAKTOPbI MM COCTABUTENH, MOCIIE
(hamMMIIMHK TIOCIIEIHETO U3 HUX B CKOOKax Clie/lyeT CTaBUTh
«pen.» (B MHOCTPaHHBIX cchuIKax «ed.»). Toukn Mexay n
MOCIIC MHUIIHAIOB aBTOPOB (32 HCKITIOUECHUEM ITOCIICTHETO)
HE CTaBATCS.

B OubnuorpaduueckoM onrcaHuy KHATH (TIOCIIe Ha3Ba-
HYST) IPUBOJISITCS HA3BaHKE N3/IATENBCTBA, TOPO/I, TOJ] M3/1a-
HUS (BCE Yepes 3aIsITyI0 ), HOCIe TOUKH C 3aIlsIToi — HoMepa
CTpaHHI], Ha KOTOpbIe KOHKPETHO cchlaercst aBrop. Ecim
CCBUIKA JJa€TCs Ha TIIaBy W3 KHUTH, CHAadalla YIIOMUHAIOTCS
aBTOPHI W Ha3BaHHE IJIABBI, ITOCJIE TOYKH — C 3arJIaBHOM
OykBbl cTaBuTCs «B:» («In:») u dpamunusa(u) aBropa(oB)
WJIM BBICTYMAIOIIETO B €ro KauecTBE PelakTopa, 3aTeM Ha-
3BaHUE KHUTW M BBIXOJHbIC AaHHbIe ee. Ha3zBaHue kHurn
BBIJIEIISIETCS] KYPCHUBOM.

B OubnmorpaduaeckoM OMUCaHUN CTaThH U3 JKypHaa
(Toce ee Ha3BaHMUS) IPUBOIUTCS COKPAIIICHHOE HAa3BaHHE
JKypHajia (KypCUBOM) U TOI M3NaHUs (MEXITy HUMH 3HAK
MpEeNUHAHUS HE CTAaBUTCS ), 3aTeM TI0CIIe TOYKHU C 3ansITON —
HOMEp OTEYEeCTBEHHOTO XypHasia (JUIst HHOCTPAHHBIX XKYp-
HasoB — Ne Toma, B ckoOKkax Ne )kypHaia), 1ocie JBOSTOYHs
MTOMEIIAOTCS IH(PBI ITEPBOI U MOCeqHen (depe3 THpe)
cTpaHull. B onMcanusix crareil U3 KypHajaoB, UMEIOIINX
CKBO3HYIO HyMEpalHIo CTPaHUI] Ha MTPOTSAXKEHUU TOMA, YKa-
3aHKe HoMepa )ypHaia HeoOsizaresibHo. C 2013 1. B Oubnmo-
rpaMYecKOM CIIMCKE TMOCIe PYCCKOS3BIYHOIO MCTOYHHKA
B KB3/IPATHBIX CKOOKaX MPUBOAUTCS €r0 TPAHCIUTEPALIHS.
Jis obnerdeHust momoOHOH pabOTHl MOKHO HCIIONB30BATh
T00yI0 TIporpaMMy TpaHCIHTEpaluu, HampuMmep Punto
Switcher (ckagaTh HOBYIO BEPCHIO OECILIIATHOM IPOTrPaMMbI
MOXHO 110 azpecy http://punto.yandex.ru/win/release).

Ha3zBaHusi oTe4ecTBEeHHBIX XypHaJIOB B OnOmuorpa-
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(bUUECKOM CIHCKE CIIEAYeT MPUBOIUTH B OOLICTIPUHSTHIX
COKpAIIEHUsIX, ”THOCTPaHHBIX — B IPUHATHIX B PubMed.

B 6ubnuorpaduyeckom omucaHuu COOPHUKOB TPYIOB
Hay4YHbIX (HOPYMOB MPUBOIATCA (DAMHIMHA U WHHLUAIBI
aBTOPOB, Ha3BaHHE PAOOTHI, HA3BaHUE W3/IAHUS (TE3HCHI,
MaTepHaJIbl, TPYIBI U T.J. — KyPCHBOM), B CKOOKaxX — MECTO
Y TOYHAs1 JiaTa TpoBesieHus: GopyMa, MECTO U TOJ U3/IaHHs
TpynoB hopyma, HOMEpa CTPAHHIL.

utupyemas B OnGIuorpaguyeckoM CIHCKE CChUIKA
JIOJDKHA 3aBEPIIAThCS HUPPOBEIM HUICHTU(PHUKATOPOM 00b-
ekTta (doi). D10 KacaeTcs BceX IMyOIUKaIHiA Ha MHOCTPaHHBIX
SI3BIKAX, TaK KaK IOKa He Bce u3gaHus B PD cHaOxkaror
cTaThy IM(POBBIM UACHTHHUKATOPOM OOBEKTA.

Touku B KOHIE onucaHus OUOIHOrpaduIecKoro uc-
TOYHUKA HE CTABSATCSL.
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CBOPHUKMU TPYIOB HAYUYHbBIX ®OPYMOB

1. Tpane3nuxoBa M®, J/lyros BB, bazaes BB u ap.
«MneanapHoe» NPECHUPOBAHKUE BEPXHUX MOUYCBBIX Iy Tl U
JIeUCHUH MOYeKaMeHHOW Oone3Hu. Mamepuanwsl Ilepsoco
Poccuiickoeo konepecca no snooyponoeuu (Mocksa, 4—6
utons 2008). M., 2008; 265-266 [Trapeznikova MF, Dutov
VV, Bazaev VV i dr. «Ideal’noe» drenirovanie verhnih mo-
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chevyh putej pri lechenii mochekamennoj bolezni. Materialy
Pervogo Rossijskogo kongressa po jendourologii (Moskva,
4-6 ijunja 2008). M., 2008; 265-266].

K ecmamve Oonsicno Ovimv npunodiceno oguyuansvroe
HanpasjieHue yupedstcoeHus, 8 KOmopom npogedeHda paboma
(eco obpazey 8 31eKMPOHHOM 8UOe OO0CHYNeH Ha caiime
arcyprana «Hepponoeusy http://journal.nephrolog.ru). Ha
MepBOM CTPaHMIIE CTAThbU JIOJDKHBI OBbITh BU3a M TOMIIKCH
Hay4YHOT'O PYKOBOJMTEIS, 3aBEpEHHAsl KPYIVION Ie4yarhbio
yupexxaenusi. Ha mocneaneil cTpaHune cTaTb JOKHBI
OBITBH TIOJIIHMCH BCEX aBTOPOB.

CraBsi CBOIO MOJIHNCH, KAXKBIH aBTOP TEM CaMbIM
repeaeT MpaBa Ha W3/laHue CBOEH crarbhM KypHaiy «He-
(dponorusy.

Penaxmumst MoxeT moTpedoBaTh KOIHUIO pa3pereHust co-
oTBeTCTByIOMIEro Dtnyeckoro Komurera Ha mpoBeneHue
paboTHI, pe3ysIbTaThl KOTOPOH CTall OCHOBOI IS CTaThH.

[Ipy HampaBieHMHU CTaTbU TOJBKO IO 3JIEKTPOHHOU
MOYTE CTPaHUIIBI, TpeOyIOIIMe MOANUCEH, Teyarei, pa3pe-
HIMTEIBHBIX BU3, TOJDKHBI ObITH CKAHUPOBAHbI C OPUT'HHAIIA
U B TAaKOM BHJIE ITpeCTaBIeHbI B Penakuuto.

O0beM OpUTHHAIBHOHN CTAaThH, KaK IIPaBHIIO, HE JIOIKEH
npesblarh 10—15 MalIMHONMMCHBIX CTPAHULL, KPAaTKUX CO-
OOIIeHNH 1 3aMETOK W3 MPAKTUKU — 6—8 CTpaHUIL, JCKITHHA
1 0030poB — 20-25 cTpaHwiI.

Penakuus ocrasisier 3a cOOOM MPaBO COKpaNIaTh U pe-
JIAaKTUPOBATh CTAaThH, HE M3MEHSISI X CMBICIIA.

CrarbH, paHee OnyOIMKOBaHHBIC MJIM HAIIPABJICHHBIC B
JIPYTOH *KypHaJ Uiau COOPHUK, HE IPHHUMAIOTCSL.

Pa6oTs1, opopMIICHHBIE HE B COOTBETCTBHH C YKa3aHHBI-
MH [IPaBUIaMH1, BO3BPAIAIOTCS aBTOpaM 0€3 PacCMOTPEHHUS.

ABTOpCKHE TOHOPApHI JKYpHaJI He BblmiaduBaet. [1pu
COOJIIOZICHUN BCEX BBILICTICPEUNCICHHBIX MPaBHII ITy-
Onmukanus cratbu B kypHane «Hedponorusy sisercs
OecIuTaTHOM [T aBTOPOB M YUPEKACHUH, B KOTOPBIX OHU
pabotaror. Pegaknms MoXkeT mMoTpebOBaTh OIUIATy B Clie-
JYIOUIUX CITydasx:

1. 3a myOIMKaNKIO IIBETHBIX MJUTIOCTPALIUH.

2. IIpu 60BILIOM KOJIMYECTBE WILTIOCTPATUBHOIO MaTe-
puana (CBBIIE 8 WLTIOCTPALNH).

3. 3a myOnuKanuio crtareil, HOCAMUX PEKIaMHBIA Xa-
pakrep.

ABTOpCKOE MPaBo

Penaxuusi perieH3upyeT, pelakTupyeT U myOinuKyer
nepeaHHble aBTOpaMH MaTepHaibl. ABTOPCKOE IpaBo Ha
KOHKPETHYIO CTaTbI0 IPUHAIIEKHUT aBTOpaM CTaTbH. ABTOP
nepezaet, a Pefaknus mpruHUMAaeT aBTOPCKHE MaTepHaIbl HA
CJITYOLIUX yCIOBHUSIX:

1. Penaxkuunu nepenaercst IpaBo Ha opopMIIeHHE, H3/1a-
HHe, Iiepeady KypHaja ¢ oImyOIMKOBAHHBIM MaTepHUaIoM
aBTOpa ISl 1iesiel pedpepupoBanus crareid u3 Hero B Pede-
partuBHoM xypHane BUHUTH, PHUII u ba3ax naHHBIX,
pacmpocTpaHeHne KypHalla/aBTOPCKUX MarepualioB B Te-
YaTHBIX U 3IEKTPOHHBIX M3AHUSX, BKIIIOUasi pa3MEIIeHe
Ha BBIOpaHHBIX JTMOO0 CO3/IaHHbIX Penakineii caiiTax B ceTn
WuTtepHeT B 1esnsix A0CTyna K MyOIruKalny JIro0oro 3auHTe-
PECOBaHHOTO JIMIIA U3 JI000r0 MecTa U B JII000e Bpems, a
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TaKKe Ha PACIPOCTPaHEHHUE KypHAlIa C OMyOIMKOBaHHBIM
MaTepuasoM aBTopa (aBTOPOB) MO MOAIHUCKE.

2. Penakimm nepeaetcs MpaBo Ha epepadoTKy Marepra-
JI0B (CO3/1aHKE Ha €r0 OCHOBE HOBOTO, TBOPYECKH CaMOCTOSI-
TEJILHOTO POU3BEACHMS) ¥ IPaBO HA BHECEHNE N3MEHEHHN
B MaTepHaJIbl, He TMPECTABIIIONINE COO0H UX TIepepadoTKy,
a TaKkXkKe NpaBo Ha MyOIIMYHOE MCIIOIb30BaHUE MaTEePUAIOB
" JICMOHCTpaluilo X B l/IH(i)OpMaIJ,I/lOHHI)IX, PCKIIAaMHBIX U
npounx nessix. [Ipu 3ToM Kax bl 9K3eMIULIp MaTepralioB
JIOJDKEH COJIEpIKaTh CChIIKY Ha aBTopa (aBTOPOB).

3. Pemakunm mepemaeTcs MpaBo Ha BOCIPOU3BEICHHE
(omyGnukoBaHMe, 00HApOAOBaHUE, TyOIUPOBAHUE, TH-
paXHpOBaHHE WM MHOE Pa3sMHOKCHHE MaTephanoB) 0e3
OTpaHUYECHUS THpa)a dK3eMIULIpoB. 1Ipu 3TOM Kaxablid
9K3EMIUISIP MaTepHaJIOB JOJDKEH COEp)KaTh CCBUIKY Ha
aBTOpa (aBTOPOB).

4. Pepaknuu mepenaeTcsi IpaBo CyOIMIIEH3MOHHBIX
COIVIAIIEHUH B MpEZeTax TeX MpaB U CIIOCOO0B, KOTOpPbIE
yKa3zaHbl B Hactosinux [IpaBuiax, Ha Becbh CpOK JI€UCTBUS
UCKITIOUMTENBHBIX MPaB 0e3 Mpe/IBapuTEIbHOTO yBEAOMIIe-
HUsI 1 Oe3 BBITUIATH aBTOPY BO3HATPaKICHHS.

5. Kypnan o0s3yercst coOmonare NpeaycMOTPEHHBIC
JICHCTBYIOIIMM 3aKOHOJATEIECTBOM aBTOPCKHUE NPaBa, IpaBa
aBTOpa (aBTOPOB), a TAK)KE OCYIIECTBIATh UX 3aIIUTY U
MPUHUMATHL BCE BO3MOMKHBIE MEPHI JJIsI MPERYIPEKICHUS
HapylIEHHUS aBTOPCKHUX MPaB TPETHbUMH JINIIAMH.

6. Peakiys BrpaBe 1o CBOEMY YCMOTPEHHUIO 03 KaKHX-
71100 COrTacoBaHMM ¢ aBTOPOM 3aKJII0YaTh JJ0TOBOPHI M CO-
IVIAIICHUS C TPETHUMH JINIIAMH, HAIIPABJICHHBIE Ha JIOTIOJIHH-
TEITbHBIE MEPHI 110 3AIUTE aBTOPCKHUX U U3/IaTEIIbCKUX MPaB.

7. ABTOp (aBTOPHI) MOATBEPIKIAAET OSCCPOUTHOE TPABO
Penakiuy Ha MpogoDKEHUE Pa3MELICHUs] aBTOPCKOTO Ma-
Tepuaia B cetd VIHTepHeT.

8. ABTOp (aBTOpBI) TapaHTHPYET HATMYHUE y HETO HCKITIO-
YHUTEBHBIX ITPAB Ha UCIIOJIB30BAHNE TTEPEIaHHOTO KYPHAITY
«Hedponorus» marepuana. B ciaydae nmpeabsBiIeHHUS K
KypHaiy «Hedpomorusp TpeGoBaHUHN TPETHUMHU JHIIAMH,
KacCaromuccs Hapymeﬂnﬁ HX JIMYHBIX HCUMYIIIECTBCHHBIX 1
MMYILIECTBEHHBIX IIPaB B OTHOIIEHUH YKA3aHHOTO MaTepua-
J1a, aBTOp 00s13yeTcsl BO3MECTHUTH KypHairy «Hedpomorns»
TTIOHECEHHBIE YOBITKH, CBSI3aHHbBIE C TAKUMHU TPEOOBAHUSIMI
TPETHUX JIHIL.

9. ABTOp (aBTOPHI) IIEpEIAcT MpaBa KypHAITYy Ha OCHOBE
HECHCKJIFOUMTEIIbHOM JIMLICH3HH.

10. IIpu nepeneyaTke CTaThbH WIN €€ YaCTH CChUIKA Ha
TIEPBYIO ITyOIMKALUIO B )KypHalle o0s3aTeNbHa.

11. XKypnan obs3yercst coOMoaaTh MPeayCMOTPEHHBIE
JICHCTBYIOIIMM 3aKOHOJATEIECTBOM aBTOPCKHUE MPaBa, paBa
aBTopa (aBTOPOB), & TAK)KE OCYIIECTBIATh WX 3AIIUTy U
MIPUHUMATE BCE BO3MOXKHBIE MEPHI JUIsl MPEIYPEKICHUS
HapyUICHHs aBTOPCKUX MPAB TPETHUMH JIUIIAMH.

12. Jlomyckaercsi UCIIOIb30BAaHUE MaTepHalloB BCEMH
TIepeurcICHHBIMU crioco0aMu Ha Tepputopun PO, a Taxxe
3a ee ImpeiesIaMH.

13. Hanpapnsis pykonuch B xxypHan «Hedpomorusy,
aBTOp (aBTOPHI) TEM CaMbIM COIJIALIAIOTCS Ha Meperady
ABTOPCKHX IIPaB B 00beMe M Ha YCJIOBUSIX, U3JIOKECHHBIX B
[IpaBunax s aBropoB xypHana «Hedpomorus». [Ipasa Ha
MaTepHuall CAUTAIOTCS IepeJaHHbIME KypHaity «Hedposo-
THs» C MOMEHTA OANICAaHNA B IIeYaTh HOMEpa JKypHaia, B
KOTOPOM OH ITyOJIUKY€ETCS.

14. B ToMm ciydae, korja aBTop (aBTOpHI) BBICTYTIAeT B
Ka4eCTBE UCKIIIOUUTEIILHOTO IPaBo00IajaTels, a CTaThsl HO-
CHUT NPOOJIEMHBIN WJIM aHATUTUYECKUH XapaKkTep U B HEll He
MPEJICTABICHBI MaTEPHUAIbl KOHKPETHOTO JICYEOHOTO YIPExK-
JeHud, ¢ pemaxnueii xxypHana «Hedpoxorus» momxeH
OBITH 3aKJTFOUEH JOTOBOP, 3aBEPEHHBIN JTUIHON MOIITUCHIO
aBTOpa (aBTOPOB) M OTMPABICHHBIN B peaKkIUIoO *KypHaIa
Ha noutoBbIit anpec: 197101, Caukr-IletepOypr, yiu. JIbBa
Toncroro, a. 17, IICIIGIMY M. akan. W.I1. [1aBmosa, kopri.
54, xxypHan «Hedpomorus». TekcT moroBopa pa3MenicH Ha
caiite xxypHaia «Hedpomorus.

Hanpaenenue agmopom (aemopamu) mamepuanog 6
aocypuan «Hegpponozusay ons nybrukayuu cuumaemcs co-
2nacuem agmopa (asmopos) na nepeoayy JHCypHauy npas,
nepevucieHHbIX Bblile.

Perien3zupoBanme 1 peakTHPOBAHNE

Bce crarbu, noctynusmme B Pepakiuto, Npoxoasr pe-
LIEH3UPOBaHNUE HE3aBUCUMBIMU dKcrepraMu. OpUruHaibl
peueHs3uil xpaHsaTcd B Penakuuu v mpenocTaBlIsSIFOTCS 10
3arpocaM DKCIepTHIX coBeToB BAK.

Ecnu B peniensnn nmeeTcs ykazaHue Ha HEOOXOIMMOCTh
WCTIPABJICHUSI CTaThH, TO OHA HAIPABISETCS aBTOPY (ABTO-
pam) Ha H0paboTKy. B 3TOM ciy4ae matoif moCTyIICHHS B
Penaknuio cunrtaercs nata BO3BpaIleHUS TOpaOOTaHHOMN
CTaTbH.

Crarbsi, HalpaBJIeHHast aBTOpy (aBTOpaM) Ha J0paboT-
Ky, JIOJDKHA OBITH BO3BpallleHa B MCIIPABICHHOM BHJE B
MaKCHMaJbHO KOPOTKHE CPOKH IO JIEKTPOHHOH MOYTE.
K mepepaboTanHO# pyKONHCH HEOOXOAMMO MPHIOKHUTH
IIICBMO OT aBTOPOB, COAEPIKAIIlee OTBETHI HA BCE 3aMEUaHMs
U TOSCHSIOIIEE BCE U3MEHEHUS, ClleNaHHbIe B cTarbe. Jlo-
paboTaHHasi CTaThs IPH HEOOXOIMMOCTH IIOBTOPHO HAIpaB-
nsieTcs Ha perieH3upoanue. Crarbst, Tpedyrommast JopaboTKn
M0CJIe PELCH3UPOBAHNUS, CHUMAETCS C PACCMOTPEHUSI, €CIN
OHAa HE BO3BpaIlaeTcs apropamu dosee 1 mecsma.

I[Tpu oTpuIaTeIbLHOM OT3bIBE JIBYX HE3aBUCHUMBIX PELICH-
3C€HTOB CTaThs K IMCYaTH HEC MPUHUMACTCA.

B cimyuae Hecoracusi ¢ MHEHHEM PEIEH3EHTa aBTOP
CTaThbW UMEET MPABO IPEJOCTaBUTh aPTYMEHTHPOBAHHBIN
otBeT B Pegakuuto sxxypHana. [1o pemenuto Penakumnonnoi
Komernn crarbst MOXKeT OBITH HalpaBIeHa HA TOBTOPHOE
peLieH3UPOBaHNE JPYTHM CIIEIIMAINCTaM.

Pykonucu, odopmiieHHbIe HE TO MpaBHiaM, HE pac-
CMaTpHUBAIOTCS.

Pyxomnmcu u a5exkTpoHHbIE HOCUTETH HH()OPMAIIH
aBTOpaM HE BO3BPAIAIOTCS.

Appec pepakuuu: 197101, Cankr-MeTepOypr, yn JibBa Toncrtoro, A.17,
NMCnoermMmy wm. akag. U.M.Maenoea, kopnyc 54, xxypHan «Hedponorus».
TenedoH: (812) 234-01-65; pakc (812) 234-65-30
E-mail: journal@nephrolog.ru uHTtepHeT-caiT: http://journal.nephrolog.ru
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OBPA3EL[ COITPOBOJAUTEJBHOI'O ITMCEMA
(pa3mertieH Ha caiiTe http:/journal.nephrolog.ru)

PexBU3HUTHI HANTPABIISIIOLIETO YUPEKACHUS I'maBHOMY penakTopy
xypHana «Hedpomorus»
npodeccopy A.B.CmupHOBY

ConpoBoauTesibHOE MMUCbMO K HAyYHOH CTaThe.

Hamnpagnsem nHayunyto crarbio (OPHMO Bcex aBTOpOB, HA3BaHUE CTATbM) JJIsl OMYOJUKOBAHUS B
xypaane «Hedponorus» (ISSN 1561-6274), Bxonsiiiem B [lepedeHs xypHaIoB, peKOMEHI0BAHHBIX
BAK Muno6pHayku PO ny1st myOnuKamyuy 0CHOBHBIX MOJIOKEHUH JUCCEPTAMOHHOTO UCCIICIOBAHHS.

HacrosmmmM nuceMoM rapaHTUpyeM, YTO pa3MelieHue HayqyHOH cTaThi B )kypHaie «Hedpomorus»
HE HapyllaeT HUYbUX aBTOPCKUX MpaB. ABTOPBI TaKKe IapaHTUPYIOT, YTO CTaThsl COAEPKUT BCE
MIPEAYCMOTPEHHBIE JEUCTBYIOLINM 3aKOHOIaTEIbCTBOM 00 aBTOPCKOM IPaBE€ CChUIKM Ha IIUTUPYEMBbIX
aBTOPOB W M3JIAaHMS, a TAKXKE HCIOJIb3yEeMbIE B CTAaTbe PE3yJbTaThl U (PaKThl, OTYUYECHHbBIC IPYTHMU
aBTOpaMH WM OpraHu3alysMu. ABTOpPbI HECYT OTBETCTBEHHOCTb 3a HAyYHOE COAEP)KaHUE CTAaTbU U
rapaHTUPYIOT OPUTMHAIBHOCTH MpefocTaBiIsieMoro Marepuaia. Crarbs HE BKIIIOYAET MaTepHalibl, HE
MOITIeKAIINE OMYOIMKOBAaHUIO B OTKPBITOM NIEYaTH, B COOTBETCTBUH C JICHCTBYIOIINMHI HOPMATHBHBIMU
aKTaMH.

Hanpagsnss 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 IEpeIat0T HA BECh CPOK ICHCTBHS UCKITIOYUTEIBHBIX IIpaB KypHaiy «Hedponorus» npasa
Ha UCIOJb30BaHUE HAYYHOW CTAaThU IIyTEM €€ BOCIPOM3BEICHUS, UCIIOJIb30BAHUS HAyYHON CTaTbU
LEJIUKOM WM (parMEHTapHO B COYETAHUH C JIFOOBIM TEKCTOM, (OTOrpadusIMH HITH PUCYHKaMH, B TOM
YHClie IyTEM pa3MelleHUs TOJTHOTEKCTOBBIX CETEBBIX BEpCHil HOMepoB Ha VIHTepHeT-caliTe KypHaia
«Hedpomorus».

ABTOpBI B COOTBETCTBUU €O CT. 6 DenepaiibHOro 3akoHa «O NepcoHaIbHBIX TaHHbIX» 0T 27.07.2006 .
Nel52-®3 cormacHbl Ha 00pabOTKY CBOMX TIEPCOHAIBHBIX JaHHBIX, @ UMEHHO: ()aMIIIHS, UMsI, OTUE-
CTBO, yUCHasl CTENeHb, YUCHOE 3BaHHE, JOJDKHOCTh, MeCTO(a) paboThl /UM 00y4eHus, KOHTaKTHas
nH(pOpMAITHS 110 MECTY paOOThI H/WIIM 00yUEHUS, B IIEJISX OIMyOITMKOBAHUS MIPEICTABICHHON CTaThH
B )xypHaie «Hedpomorus».

ABTOpBI OATBEPKIAIOT, YTO HAIIPABIIsIEMasi CTAaThsl HUTTIE paHee He ObLIa OITyOJIMKOBaHa, He HallpaB-
Js1ach ¥ He OyJeT HalpaBIIsATHCS 7S OIyOIMKOBaHUS B IpyrHe Hay4yHbIE U3/1aHus 0€3 YBEIOMIICHUS
00 stoM Penakium sxxypHana «Hedpomorus.

Taxoke ynocToBepsieM, UTO aBTOPbI HAy4HOM CTaThU corviacHbl ¢ [IpaBunamu 1715 aBTOPOB, YTBEPIK-
nenHbiMu Penakuueit sxypHana «Hedpomorus.

[lepenucky Bectu ¢ (PUO)

[TouToBHIi1 aapec:

Tenedon:

E-mail:

ABTopHI cTaThy: (JIMuHbIE MOANKCH BCEX aBTOPOB CTATHH)

PykoBonuTens yupexaeHus
Kpyrnas nedars yupexnaeHus
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