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BBenenue. I'eMOIUTHKO-yYPEMUUECKUI CUHIPOM
(I'YC) BcTpeuaeTcs Hambosee 4acTo B PaHHEM BO3-
pacTe W WrpaeT COIHMaJbHO 3HAYMMYIO pOJIb, IO-
CKOJIBKY BIIUSICT Ha JeMorpaduuecKkue MoKa3aTelln
(MHBAIMAHOCTH, cMepTHOCTH jereli). B Camapckoit
obnactu I'YC saBnsiercst B 70% ciydaeB NpUYMHON
pazButus octporo nospexaenus mouek (OI1II) y ne-
Teit u'y 12% manueHToB — MPUYMHON TePMHUHAIHHON
MMOYEYHOM HEJOCTATOYHOCTH.

Hean uccaenoBanusi: Ha npumepe Camapckoi
00JacTH TPOaHATU3UPOBATh OPTaHU3AIUIO MEIH-
KO- conuanbHOi nomomu netsM ¢ I'YC Ha pasHbIxX
aTanax HaOmroMeHUs (CIIeHaTN3UPOBAaHHBIA IICHTD,
aMOyJTaTOPHO-TIOTUKINHUYIECKUN ~ JTall,  CEeMbs)
JUISL YIIYYIIEHUS KadecTBa OKa3aHHUS METUIIMHCKHUX
YCIIYT.

Marepuan u Metoabl. Mbl pacronaraem OITbI-
tom nedenus 281 pedernka ¢ ['YC, naunnas ¢ 1989
r. Y 277 w3 HuX auardoctupoBad THOUYHEIN ['YC,
y 4-x — arunuunbiii ['YC. Bospact nmereit oT 4 -x
MecareB U 10 3 aer 11 mecsanes. ExerogHo B ot-
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nenennn perckor Hedpomormm COKb nmenu B. /1.
CepenaBrHa poxoT Jiedenue ot 7 mo 10 mereit ¢
I'VC. Jletn HaOm01QIMCh B OCTPOM TIEPUOJIC B YPO-
He(POIOTHYECKOM IISHTPE, AaJiee MOCIIEC BEIMICKH Ha
amMOyrnaTtopHo-peabunuTaliuoHHoM dtane. s ka-
TaMHECTHYECKOT0 HalOmoeHus 3a 0omsHbIMU ['YC
OBLIH CO3aHbI 00JIACTHBIE PETHCTPHI, HHIUBUYaNIb-
HBIE MPOTPaMMBbl peabWIIUTAINN, OCYIIECTBIIIACH
oOpaTHas CBSI3b C CEMbCH.

Pesynbrarpl. bombmmHCTBO 0ONBHBIX, 3200-
nesunx ['YC 205 (73%), npoxuBanu B r. Camape
u ropomax Camapckoi 00JIacTH, peke B CEIBCKUX
patiorax 76 (23%). Dkonormdeckas oOCTaHOBKa B
o0iacTi ocTaeTcsi JOCTaTOYHO HAMpPSHKCHHOW B 30-
HaX PacCHOJIOXKCHHS MPOMBIILICHHBIX MPEANPHUITHIA,
ocobenno B roponax Camapa, TonsstTn, HoBOKYIi-
OpieBck, ChI3paHb, TJe W TPOKHWBAET OCHOBHAsS
4acTh HACEJICHUS.

V namuenToB ¢ tunugaeiM 'Y C pazButuio 3a60-
JICBAHUSI TPEANISCTBOBANA MH(EKIMs: KUIIeYHas Y
225 (80,1%) neteit, peciupatopHas y 56 (19,9%) ne-
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teit. ['YC nposiBisics THIUYHBIM 00pa3oM — a3oTe-
MU C MOBBIIICHUEM YPOBHS MOYEBUHBI OT 23 110 55
MMoub/1 (38,7+1,2 MMoOmB/IT), KpeaTHHHHA B TIpeie-
nax 240-660 mxmoube/it (450 + 86 MkMOB/1). Tpom-
OOIMTOIEHHS BBISBIIEHA ¥ BCeX OONBHBIX C Kojieba-
HUSMH y OTJENBHBIX MAI[MEeHTOB KOJIMYECTBA TPOM-
oouuToB oT equHUYHBIX 40 30 000/mMMm3. T'emonuTu-
YyecKasi aHeMUs YCTaHOBJICHA Y BCEX JIETEH, Y 4eTBep-
TH U3 HUX COJepXKaHHe TeMOTTI00NHA HE TIPEBHIIIAIIO0
60 r/n. B nepudeprieckoil KpoBU 00HAPYKUBAINCH
(parMeHTHpPOBaHHbBIC PUTPOLUTEI. AHTHICH IIHUTa-
MoJ00HOTO TOKCMHA OOHAPYKEH Yy4acTH MalueHTOB.
AxtuBHOCTE ADAMTSI13 y manieHToB ¢ TUTUYHBIM
I'YC 6pmna B mpenenax HOpMebL. [louTu y 1mMonoBUHBI
JleTell B Ka4eCTBE 3aMECTUTEJIbHOM MOYeYHON Tepa-
rmuu (311T) ucnonp3oBanu mepUTOHEATBHBIN JHATN3
(IT), pexe uarepmurtupytoumii remonuanus (I'21),
OpOAJEHHYI0O BEHO-BEHO3HYIO TeMOQWIBTPALHIO
(I'®) u remognadpunsrpanuto (I['1D). ¥ 29 nanuen-
TOB TIOCIIeZIOBaTeNbHO mpoBoauin [1J] u HempepsiB-
Hyto 'O, I'J1D.

Hetsm ¢ I'YC B Tspxémom coctostanm 31T couera-
mu ¢ wiazmadepesom. Bee metonst 11T no3omsuium
KOPPHUTHUPOBAaTh OCHOBHBIE MeTabOJIMYECKUE Hapy-
[ICHHUS Y MalMeHTOB, YTO MMO3BOJIMJIO CYIIECTBEHHO
CHU3UTH JieTalbHOCTh npu ['YC. Tak, 10 OTKPBITUS
ormenenus ['Jl merampHOCTH coctaBmia 70%, Tmo-
cie oTkpeIiTUsA B 1989 r. cHusminace no 2,8%. Dxc-
TpapeHaNbHbIE OCJOXHEHHUsI HaOmomamick y 30%
nanueHToB. CMEpPTHOCTH JleTel HaOoganach He OT
[TOYEYHON HEJIOCTATOYHOCTH, a B pPE3ylbTaTe JKC-
TpapeHAbHBIX OCJIOKHEHHA: TSKEIOTO KPOBOTE-
YEeHHsI, CETICHCa, MOJIMOPTaHHON HEZOCTAaTOYHOCTH,
TSOKENBIX HEBPOJOTHUYECKUX, KapIuOBACKYJISIPHBIX
OCJIO’KHEHUH, TaHKPEOHEKPo3a. B 0CHOBHOM 0CIIOX-
HEHUS UMEIU CMEIIaHHBIM reHes3. Tak, Tsxkenbld re-
MOpparn4ecKuii CHHIPOM OBLI CBsI3aH HE TOIBKO C
TPOMOOIIUTOIIEHUEH, HO ¥ C CHHAPOMOM CHCTEMHOTO
BOCIaJIeHU, ¢ pa3BuTHeM cerncuca, JIBC.

BaxHoe opranu3anmoHHOE pelleHne — Co3JaHue
peructpoB nanueHToB ¢ ['YC Ha 6aze o06macTHOTO
netckoro ypoHedponorunyeckoro nenrpa COKDB
umenu B. JI. CepenaBuHa ¢ mocClenyoOmUM MOHU-
TOpPUPOBaHUEM 370pOBbs manueHTta. OmpeneneHsl

00BEM U TOCJIeN0BAaTEIbHOCTh TEPAIEBTHUECKUX U
OpraHU3alMOHHBIX MEPONPUATHN (CTallHOHAPHOE
1 aMOyJaTOpHOE JIeYeHHEe, KOHCYJIbTaTUBHBIN MpHU-
€M WJIM [TI0CTaHOBKa Ha yueT). OO0CHOBaHBI CXEMBI,
IJIaH W TaKTHKa BEJEHUS OONBHOTO, MOKa3aHUs U
MPOTHBOIIOKA3aHU K Ha3HA4YeHHIO (apMakoTepa-
MTAHA, TpoBeacHUE HedponpoTekuu. OmnpemeneHbl
MOKa3aHus UIsI TPOBENEHUS MeINKO-COIHATbHON
SKCIEePTU3bl C LETbI0 NepeBojia pedeHka B CTaTyc
WHBaIUA.

ITo manHeIM KaTtaMHe3a B TeueHue 10 u Oolee
7eT y OONBIIMHCTBA AETEH pa3BWIIaCh XPOHHYECKAs
oomesnp mouek (XbII). Y 5 mereii chopmupoBanach
tepmuHanbHas XIIH, UM mpoBeneHa poicTBEHHas
TpaHCIUTaHTAIUS TTOYKH.

OTnenbHBI perucTp co3faH il JeTedl ¢ aru-
nnuabiM ['YC (B Hacrosmiee Bpems 3 peOeHKa), Kak
MAIMEHTOB C Op(aHHOW TATONOTHEW. DTHM JeTsIM
MPOBOFJIACH  KOMIUIEMEHTOJIOKHPYIOIIAs —Teparnus
aKynu3ymabom. Y onHoro pebenka ¢ al'YC B Bo3pac-
Te 3-X JIeT IpOoBeJieHa POJACTBEHHAs TPaHCIIIaHTALKs
nouku. Jpyromy 4-netHeMy nauueHTy IOCJIE BBIXO-
na n3 coctosiaust Ol mpoBomuTes peabunuranus y
HEBPOJIOTa B CBS3W C HEBPOJOTHYECKAMH OCIIOYKHE-
HusiMH. Y 3-To peGerka B Bo3pacte 3-x jer ¢ al YC,
pasBuBasierocs Ha one rpurnma A(HIN1) u octporo
MH(EKIMOHHOTO TaCTPOIHTEPUTA U BBILIEALIETO B pe-
MHCCHIO, (paHee MEepeXUBILEro JBE BOJHBI 00oCTpe-
HUS C TIOPaYKEHUEM HEPBHOW CUCTEMBI U ITOKETY 09~
HOM KeITe3bl), TIPOI0JDKACTCS JICUCHHE IKYITH3yMadboM
(ZBYM ApyTHM JIEYeHHE SKYTU3yMaOOM 3aKOHYEHO).

3akuouenne. [Ipeobiaganue THIUYHOTO MOCT-
nuapeiinoro I'VYC cBUIETENBCTBYET O TOM, YTO BaX-
HeHIIeH 3a1ayeid CTaHOBUTCS o0ecIieuenre Oe3ormnac-
HOCTH THUIIEBBIX MPOIYKTOB, AKOJIOTUU THUTAHUS.
Buenpenne 3I1T B okazaHue METUITHHCKOH MTOMOIITN
netsim ¢ I'YC u OIIII npuBeno K CHIKEHUIO JIeTalb-
HocTtu. Co37aHue pPETUCTPOB JeTell, NepeHecUInX
I'YC, no3Bosnsier KaueCTBEHHO YNIPaBIIATh IPOLIECCOM
peadmiuTanum, OCymeCTBIsIA paboTy MO TpexyTpe-
)kaeHuto mporpeccupoBanus XbII. HepereHHbIMU
eIIe OCTalOTCS BOMPOCHI COIMAIBLHONW peaganTaiun
(mocerieHne TETCKOTO Cajia, 3aHATHE CIIOPTOM U T.1 )
JleTeit panHero Bo3pacta, nepenecux ['YC.
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B mactosmee BpemMs BO BCEM MHpE OTMEUAECT-
cqa yBenuuyeHue uucia nauueHtoB ¢ TUDBII, kak
y netel, Tak U y B3pociubix (CmupHoB A.B 2012;
CasenkoBa H.Jl 2008; BsmkoBa A.A. 2008, 2010).
Jloka3aHo, 4YTO HapylIeHHE JIMIIUIHOIO OOMeHa
SIBIIIETCS MAaTOTCHETHUYECKUM (PAKTOpPOM pa3BUTHS
TUBII y neteil ¢ o)xupeHHEM, caxapHbIM T1a0eTOM
(BsnkoBa A.A., Huxonaesa C.H., Jle6enena E.H,
2010,2014)

Hens wuccienoBaHus: ONPEICIINUTh JUIHIHBINA
npouik y aerel ¢ HedponarusaMu Ha (OHE BUCIIE-
PaNbHOTO OKUPEHUS.

Matepuanbl u MeToabl: [IpoBeeHO KIMHUKO-
napaxkinHudeckoe obcnenopanue 120 gereii B BO3-
pacte ot 1 nmo 17 ner ¢ HedponaTusiMu Ha GoHE
BUCIIepalbHOTO OXupeHus, 30 gerel ¢ Hedpoma-
TusiMu 0e3 oxupeHus u 30 gereil ¢ BUCHepanTbHBIM
OXXMpeHHeM 0e3 MaToJoTWu Mouek. ['pymmy KoH-
Tposst coctaBuiu 30 yCIOBHO-3JJOpPOBBIX JETEH,
CONOCTaBUMBIE 10 TOJIy M Bo3pacTy. Bcem maru-
€HTaM IPOBEICHO KOMIUIEKCHOE 00ciemoBaHue C
OLICHKOM SHAOKPHUHOJIOIMYECKOr0 W He(posoru-
YECKOIo CTaTyCOB, IOKa3aTejleil JUIUAHOIO Ipo-
¢bus.

Tabnuua 1

cpaBHMTeanaﬂ XapakKkTepuctuka nokasartenen nMNMgHoOro CrnekKkTpa y nauyueHToB C He(bponaTMﬂMM B
3aBUCUMOCTU OT HanNn4msa BucuepanbHOro oXxxmpeHus

MaumeHTbl ¢ HedbponaTusaMm MaumeHThbl
MapameTpbi Ha doHe BucLepanbLHOro C HebponaTnamm P
OXMpeHus 6e3 oxupeHus
(n=50) (n=50)
M 1,54 2,43
XC BT P<0,05
(Mmonib/) 95% [N 1,19-1,90 1,95-2,90
M 6,49 2,87
XC JIHT P<0,01
(Mmornib/) 95% [N 2,88-6,55 2,65-3,09
M 1,44 0,46
XC NTOHM P<0,05
(Mmornib/r) 95% I 0,55-1,65 0,25-0,67
061Kt XonecTepuH M 6,91 3,62
(Mmonb/n) 95% Ou 4,82-7,12 3,19-4,05
Tpurnuuepuapl M 3,02 1,44 P<0.01
(Mmonb/) 95% [N 1,22-3,45 1,04-1,84 '
KoadbdpuumeHT M 4,49 2,01 P<0.05
areporeHHoCTH! 95% O 2,54-5,46 1,66-2,36 ‘
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Pesyabrarel  uccaemnoBanmusa. IIpu cpashe-
HUM 53Xorpa)MuecKux TIoKazareneil CTPyKTypHO-
(DyHKIIMOHAJIBHOTO COCTOSIHUS IOYEK y AeTel ¢ He-
(dpomarusmMu Ha (GOHE BUCIEPATHEHOTO OKHPEHUS
0e3 OKUPEeHHUs YCTaHOBJIEHA OHOTHITHOCTH MTPOSIBIIE-
HUH TyOYTOUHTEPCTUIIHATHLHOTO TIOPAKEHIS IOYEK B
BHJIE U3MEHECHHS IIOYCYHOM TApEHXUMBI (ITOBBIIICHHUE
9XOTE€HHOCTH B 97% u 95%, COOTBETCTBEHHO); B CO-
YeTaHWW C HapylleHneM Tu(QEepeHITuPOBKH KOPKO-
BOTO M MO3roBOrO cioeB (85% u 88%), munararyu u
(umm) medopmanuy YamedHO-JI0XaHOYHONW CHCTEMBI
(39% wu 37%), yronueHnuss u (WJIU) YIUIOTHEHUS ee
cteHoK (87% u 85%).

JlokazaHo, 4TO y ManueHTOB C TyOyJIOWHTEpPCTHU-
OHATFHBEIME HeponarusMu (XpOHHIECKUH TyOyio-
HHTEPCTUITHAIBHBIA HEQPHUT, XPOHUICCKUHA ITHEIO-
HedpuT, HedponuTras) Ha GOHE OKUPEHUST UMEIOTCS
BbIpaKE€HHbIE MeTabonuueckue HapymeHus. Jocto-
BEPHBIX pa3jW4Mil IOKa3aTelIed B 3aBUCUMOCTH OT
HO30s10rMK Hedponaruii He BbisiBiIeHO (p>0,05).

YcraHOBI€HAa OJHOTUITHOCTh U3MEHEHUH JTUIU-
HOTO PO ¥ YTIIEBOAHOTO OOMEHA Y MAI[HeHTOB
C BHCLIEPAILHBIM OKUPEHHEM 03 MaTOJIOTHH TT0YEeK
Uy gerel ¢ HepomaTusmMu Ha (OHE BHCLEPATILHO-

A.A. Bsnkosa, B.A. I'punienxo, C.B. [InotHHKOBa
VK 616.61 : 616.9-053.2-076

A.A. Bankosa, B.A. I puyenko, C.B. [Inomuukosa

ro OXKHpEeHUs. BBIABICHO TOCTOBEPHOE IMOBHIIIICHUE
YPOBHS TPUTIIHIICPHUIOB CHIBOPOTKHA KPOBH, OOIIETO
XOJIECTepHHA, XOJIECTEPHHA JHIIOMPOTEHIOB OUYEHb
Huskoi miotHoctr (XC JIIIOHIT), uanekca arepo-
TE€HHOCTH, CHIDKEHHE XOJIECTEpUHA JTUIOIPOTEUI0B
BbICOKOH TuioTHOCTH (XC JIIIBIT), a Takxke Hapytie-
HUE TOJIEPAHTHOCTH K TIIFOKO3€ Y JieTel ¢ Hedporna-
THSIMH Ha (hoHE BUCHIepanbHOTo oxuperus (p<0,05).
[Ipu 3TOM y MareHToB ¢ HePpomaTuIMu 0e3 OXKH-
peHus, TOKa3aTeld JUIHIHOTO CIEeKTpa KPOBU U
YIJIEBOJHOTO OOMEHa ObUIM B TIIpeaenaXx HOPMBI
(Tabmnuma 1).

BoiBoabl: Y mnanueHToB ¢ HedpomathsMd Ha
(hoHE BHCLIEPATIEHOTO OKMPEHHUS BBISBICHO HapyIIle-
HUE OOMEHa JUMHUAOB (IUCTUIHASMHs), OOMeHa WX
TPaHCTIOPTHBIX (OPM, BEIpRKEHHAs IOYEYHAs JIH-
MMOTOKCUYHOCTh, XapaKTEPU3YIOIIAsACs MOBBIIIICHHEM
aTepOreHHOCTH NpU CHUKeHUU xonectepuna JIIIBII,
YBEIUYCHUEM CHIBOPOTOYHBIX TPUIIHUIIEPHUIOB, 00-
mero xonecrepura, XJIIIOHII. Jlokazano, 4T0 Ha-
pyIIeHHe TMoKazaTelell JUIMUIHOTO OOMeHa y JeTei
¢ He(ppomaTusiMu Ha (hOHE BUCIIEPATHHOTO OXKUPEHUS
KOPPEIUPYET C U3MEHEHUSIMU CTPYKTYPHOTO COCTOSI-
HUS TTOYEK U BHYTPUIIOYCUHON TeMOTUHAMUKH.

COBPEMEHHbIE KITMHNKO-MWKPOBWOJTIOTMHECKWE NMOAXOLbl K AMATHOCTNKE

PEHANTbHOW MH®EKLIN Y OETEW

Poccms, OpeHbypr, ®IEOY BO «OpeHOyprckuii rocyfapcTBEHHbIA MEAULMHCKMUI yHUBEPCUTET» M3 PD; VIHCTUTYT KNETOYHOTO 1 BHYTPUKIETOYHOTO

cmMbrosa YpoPAH

A.A. Vyalkova, V.A. Gritsenko, S.V. Plotnikova

MODERN CLINICAL-MICROBIOLOGICAL APPROACHES TO DIAGNOSIS OF RENAL

INFECTION IN CHILDREN

Russia, Orenburg, FSBEI HE "Orenburg State Medical University” of the Ministry of Health of the Russian Federation; Institute of Cellular and Intracellular

Symbiosis

Jis mutupoBanus: BskoBa A A., ['punierko B.A., [Tnotaukosa C.B. CoBpeMeHHBIC KIIMHUKO-MHUKPOOHOIOTHYCCKUE
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MukpoOHO-BOCTIAIUTENbHBIC 3a00JIEBaHUS OpTa-
HOB MoueBo# cucteMbl (OMC) sABISIFOTCS OAHOM 13
HanboJiee aKTyalbHBIX MEIUIMHCKUX M COLMABHBIX
npobiaem. [lo HacTosILEro BpeMeHH OCTaroTCsl Hepe-
IIEHHBIMH BOTIPOCHI PaHHEW ITUArHOCTHKH PEHalb-
HOHM WH(pEKINH, BepUPUKAIINA UCTOYHUKA WHOUIIN-

pOBaHUS W ONpPEICICHUS WCTUHHOTO BO30YIHTEIS
nuenoHegputa. B cTpykType 3a001eBaHuUi JETCKOTO
Bo3pacTa uHpekus MoyeBoii cuctemsl (MMC) 3anu-
MaeT Beayliee MecTo U nuarsoctupyercs B 18,0-40,0
ciyvasx Ha 1000 merckoro HaceneHus (A.A. Bsuko-
Ba, J.M. 'opauenko, B.A. I'purienko, 2010).
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Ycnexu B AMarHOCTUKE U JICYSHUU MUETOHEPpH-
Ta B 3HAYUTEIHHOMN CTENEHH CBS3aHBI C TIIyOUHOU H
TOYHOCTBIO 3HAaHUH 00 3THOJIOTMH U MEXaHU3ME pa3-
BUTHSI peHATHHONU HHOEKITHH. DTHOJOTHICCKUN 10T~
X0JI K muarHoctuke peHanbHoi UMC sBisieTcst 0CHO-
BOIl €€ YCIIEIIHOrO JICUEHHUS.

Heuas ucciaenoBanusi — pa3paborars AONOIHU-
TEJIbHBIE KIMHUKO-MHKPOOHOIOTUYECKUE KPUTEPUH
stuosiornueckoi auarnoctuku UMC y nereid.

Martepuanasl 1 MeToAbl. PaboTa BEITIOIHEHA Ha
0a3e peruoHaIbHOTO JIETCKOTO HE(POIOTHIECKOTO
uentpa. ObcnenoBano 116 gerei B Bo3pacte 1-17
JeT — XpPOHUYECKOH peHanbHOH mHpeknuend. Becem
ManveHTaM MPOBEICHO KOMIUIEKCHOe o00cienoBa-
HUE C OLICHKOM MaTOr€HEeTHYECKUX, STHOIOTHIECKUX
(hakTOpOB M KIIMHUYECKHUX XapaKTepucTuK. M3ydeHo
COCTOSIHE UMMYHHOTO CTaTyca, UCTOUYHHKA HHQU-
LUPOBaHUS, OMOJIOTUIECKUX CBOWCTB BO30YAUTES.

Pesyabrarbl: Ha  ocHOBaHUM — KJIMHHUKO-
MHUKPOOHOJIOTMYECKUX HCCIEIOBAaHUNA C M3y4YEeHHUEM
ponu mepcucTupyromeil HHGEeKIuu y MalueHTOB C
HNMC BbIsSBIICHO JOMHHHPOBAHUE TPAMOTPHIIATEIh-
Hoii MuKpodops! — smepuxuu (61,142,7%), mporeit
(15,7+2%), xknebecuenna (8,1+1,5%) u mncesaomMoHa-
asl (2,1+0,8%). Ilpu 3TOM POCT BBICOKOBHPYJICHT-
HBIX BO30yAMTeNeH Jalie B TMarHOCTHYECKH 3HA4u-
Mot konneHTpanuu (>100 teic. KOE/MIT) monyuen
y 73,242,4% nereii HE3aBUCHMO OT BO3pacTa M y
50,8+6,3% mnanueHToB paHHEro Bo3pacTa. Y AeTei
cTapuie 3 JIeT 3TOT MOKa3aTeNlb OKa3aJICs JOCTOBEPHO
BbILIE U cOCTaBU 72% B MPeAIOIIKOILHOM BO3pac-
Te, 79% — y momKoasHUKOB 1 81% — y IIKOIBHUKOB
(p<0,05).

OtyeTnvBasi TEHIACHIUS K HU3KOMY MHKPOOHO-
My YUCIIy MOYU BBISBIICHA IIPU NPOTEHHOU MOUYEBOMU
uHeKIuU: coepxkanue dakrepuil B npeaenax 1-50
teic. KOE/Mn Habmronanoce y 53,8+6,9% manneHToB,
cocraBiss 66,6+8,2% y nereir paHHero Bo3pacra u
42,9+13,2% y nerel nomKoIbHOTO Bo3pacTta. [ pym-
bl JICTeH ¢ IPOTCHHBIM MUEIOHS(PPUTOM B MPEIJIO0-
LIKOJBHOM U IIKOJIEHOM BO3pacTte ObUIM MaJjo4HC-
neHusl (4,4%). Ilpu aToM cpean aereil B BO3pacTHOM
rpynme ot 3 go 6 ner 4,4% umenu OakTepuypHIo
HWXE JUAarHOCTUYECKON BETUYHHHE U 2,2% — B mpe-
nenax 100 teic. KOE/mo.

[Muenonepput >SMICPUXMO3HON STHOJOTHH Xa-
pakTepu3oBaics Ooliee BBICOKOH CTENEHBIO obce-
MEHEHHOCTH Mouu. bakrepuypus menee 100 Thic.
KOE/Mn umena mecto y 19,7+2,3% (p<0,05) mereit
u HaOmonamack y 36+9% nmerelr paHHEro BO3pacra,
y 17,6+6,4% nereil mpeaioOMIKOILHOTO BO3pacTa, y
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13,14+4,3% momkonbHUKOB Uy 20+4,4% IIKOIHHH-
koB. OcHOBHas 4acTh smepuxuit (54,2+5,8%), BbI-
JIEJICHHBIX OT TMAalMeHTOB C MuesnoHedpuToM, Oblia
Mpe/IcTaBlIeHa yponaToreHHbIMu ceporpynmnamu (01,
02, 04, 06, 07, 08, 09, 022, 025 u 075). 19,4+4,7%
ITAMMOB KUIIEYHOW MAJIOYKH OTHECEHBI NPH CEPO-
TUTTUPOBaHUY K ApyruM O-ceporpymmam. Tunmposa-
Hue no O-a"tureny ObUTO 3aTpyAHEHO Y 25% Kynb-
Typ, MOCKOJIBKY OHU HaXOJAUJIMCh B CEPOJIOTHYECKON
R-thopme mim He TMIMPOBANIKCH CHIBOPOTKAMU TIOJI-
HOT'0 Ha0opa Ui UACHTU(DUKAIIAN IMIEPUXHIM.

IlceBgoMonansr y HaOMIOAABIINXCS TAIMEHTOB
HE3aBHCUMO OT BO3pacTa BBHICEBATNCH M3 MOYH B
HuskoM tutpe — 3—10 Teic. KOE/Mi. TIpencraBurenu
ceMelcTBa adpoOHBIX HEPEPMEHTUPYIOIIUX TPamo-
TPULATEJBHBIX MAJOYEK Yallle BCEr0 BHICEBAIUCH Y
Jered B Bo3pacte 3—6 JIeT ¢ XpOHUYECKUM PELMIU-
BHPYIOIIUM MTHEJIOHE()PUTOM.

Amnaspo0OHBIE TPaMOTPHUIIATEIEHEIE OAaKTEPHH BHI-
SIBJICHBI ¥ 1eTel B Bo3pacte 5—10 J1eT ¢ XpOHUIEeCKUM
HETPEPBIBHO PELUANBUPYIOIIMM TUCMeTaboye-
ckuM nuenonedpurom. Klebsiella—Bropotii o uacro-
Te TpencTaBUTENh cemeiictBa Enterobacteriaceae —
yaie BbICEBallach y JieTed B Bo3pacTe crapiue 13
JIET ¢ XpPOHUYECKUM HETPEPHIBHO PELUANBUPYIOIINM
JIUCMETA00JMYECKUM ITUESIIOHS(PPUTOM.

CeMelCTBO rpaMITONIOKUTENBHBIX KOKKOB 3aHSUII0
2-eMecTo BCTPYKType Bo3Oyaurenei. Staphylococcus
Yale perucTpupOBAIKCH PH NHeNToHepHUTe Y AeTer
B Bo3pacte 10—15 mer; Streptococcus — pu XpoHU-
YECKOM HENPEPHIBHO PEIMIUBUPYIOLIEM MUEIOHE]-
pute y neteii B Bozpacte 10—-15 ner; Enterococcus —
NpU AUCMETAa00NINIECKOM MUeIoHepUTe y AeTel B
BO3pacTe ot 3 110 5 ner.

JlokazaHo, 9TO MEPCUCTEHTHBIN THIT OHOTIPOQIIISI
YPOIITaMMOB SIBJIIETCS] KPUTEPUEM ITATOIOTHIECKOTO
Xapaktepa OakTepuypuH, 4To No3BosieT auddepeH-
LIUPOBATh YPONATOr€HHbIE BAPHAHThI OT KOHTAMHHHU-
pyroliel KumeuyHo! (QIIopsl y IeTel naxe Npu HU3-
KOH cTeneHn 00CEMEHEHHOCTH MOYH. Y CTAaHOBIIEHO,
YTO NMPHOPUTETHBIM UCTOYHUKOM BO30yAHTEIEH pe-
HabHON WH(EKIHH, CIOCOOHBIM aKKyMYJIHPOBATh
MOTEHIUAIBHO YCIIOBHO-TIATOTeHHYIO (PIIopy M dKc-
MOPTUPOBATh €€ B YPOTPAKT, SBISETCS KHUIICYHBIH
MHUKPOOHOLIEHO3.

BeiBoabl. [[ns onTUMHU3aLKMKA 3THOJOTHYECKOU
muarHoctuku UMC HeoOXoIUMO yKa3aTh BBIICIICH-
HBI y KOHKPETHOTO TAaIlMeHTa UCTUHHBIN BO30yaH-
Tesb 00JIe3HH, BH] TATOT€HA U HCTOYHUK HHPUIHPO-
BaHMUsL, YTO OTPEJIEINIIET CTPATEruIo JIeueHHus U pealdu-
JTUTAIAY TAllMeHTa.
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Xponudeckas Oone3ns novek (XbBII) y mereit —
aKTyalibHas MpoOJieMa COBPEMEHHOW IMeIuaTpuu U
HEe(PPOJIOTHH, YTO CBSI3aHO C POCTOM YaCTOTHI XPOHH-
YECKHUX MPOTPECCUPYIONINX 3a00JIeBaHUI TIOYEK, pa3-
BUTHEM TEPMHHAJIBHOMN MOYEYHON HEJOCTATOYHOCTH
(tITH) n panHel nHBaNMHIU3AMEN TAIIMEHTOB YXKe B
nerckoM Bospacte (H.. CaBenkoBa, A.B. IlamasH,
2004; A.B. Cmupuos 2009, 2012; M.C. HUrnarosa,
2009; A.A. Bsnkoga, 2004, 2010).

BriBiieHHE KpUTEpHUEB pPaHHEN JUArHOCTUKU
XBbII y aeteit u 3amejieHUE TPOTrPECCUPOBAHUS 3a-
0oJieBaHMH TIOYEK pPAa3HON STHOJOTHH, OTIAICHUE
(hopMupoBaHUsT HEOOPATUMBIX CTPYKTYPHBIX H3Me-
HEHHI MMOYEK W CHIDKEHHE PHCKa OCIIOKHEHUH, 00Y-
CIJIOBJICHHBIX TIOYEYHOH TUCYHKIHEH, TO-TTPEKHEMY
ABIISIETCS] IPUOPUTETHBIM U MIPECTABIIAET HEPEUICH-
HYIO MEJINKO-COIHAIIFHYIO TPO0IeMy

Henap wucciaenoBanus: pa3paboTaTh OTOIHH-
TEJIbHBIC KPUTCPUMU PAHHEH AMArHOCTHUKUA XPOHHYE-
CKOIi OOJIE3HU MOYeK Yy AeTei

Marepuanabsl u Metoabl: [[poBeneHO KIMHUKO-
mapakiauHuIeckoe oocimenopanue 120 mereid B BO3-
pacte ot 1 1o 17 net Ha pa3ubix cragusx XbII u 30
nereii ¢ X311, 6e3 npuznakos XBII. ['pynmy koHnTpons
coctaBmin 30 ycIOBHO-3[I0POBBIX I€TEH, COITOCTaBU-
MbI€ 10 TIOJY U Bo3pacTy. Bcem mannenTam momMmumo
o0IenpuHITOr0 Hepoypoaoruyeckoro oociea0Ba-
HUS TIPOBEJeHa KOMIUIEKCHAsI OIleHKa OMOXHMHdYe-
CKUX, TeMOJIMHAMIYECKNX, AIMMYHOJOTHYECKUAX TI0-
Kazareieil.

PesyabraThi: [lo pesynpTaTaM KOMILIEKCHOTO
obcreoBaHus MAIMEHTOB YCTaHOBIEHO, uTo XbBII
pa3BHBaeTCs y IeTei BCEX BO3PACTHBIX IPYIII, Yallle
(76,5%) y nmereil MIKOMBFHOTO BO3pacTa MO CpaB-
HeHuto ¢ naruentamu 4-6 net (16,8%, p<0,05) u
pansero Bo3pacta (6,7%, p<0,05). Ilpu sTom, Ha-

CICACTBEHHAs TPEIPACHONOKEHHOCTh IO IMAaTo-
JIOTUH TOYEK JO0CTOBEpHO BhIme y naereit ¢ X3I1 y
KoTopbix pa3Buiack XbBII. JlocToBepHBIX paznuuuil
yactoTbl XBII y eBOUYEK M MaJbUYHUKOB HE BBISBIIE-
HO (p>0,05). Cpenn maruentoB ¢ XbII mocroBepHo
yame auarHoctupoBana l-s cramus (57%) u Il-s
craaust (17,3%), no cpaBuenuto ¢ III-IV cramgusmu
XBIT (25,7 %), p<0,05. B crpykrype XBII mpeob-
nmagator TUBII, accomuupoBannsie ¢ BIIP OMC u
pedurokc-yponarueit (77,8%), I'YC (4,3%), ypomnu-
tnazom (11,2%), gare (98%) oCIOXKHEHHBIX XPOHU-
yeckuM nuenioHedpuroM. Y 8,9% manuentor XbI1
pasBuiack Ha (oHE TIOMEPYISApPHBIX OOJIe3HEH, Y
6,7% — HacnenCTBEHHBIX HEPponaTnu (IIOTUKHCTO3,
TUTIOTLTA3US TTOYEK U Ip.).

[Ipu anamuze QaxTopoB GOpMHUpOBaHHUS U
nporpeccupoBanuss THUBII, accoummpoBanHOH ¢
pedutrokc-yponatueii, cucxogomB XbIlycraHosnieHo,
4yTO0 y nmauueHtos ¢ PH cpeanecyrodnoe cucronnye-
ckoe AJl TOCTOBEpHO BBHIIIIE HOPMATUBHBIX BO3PACT-
HBIX TMoKkazaTtened Ha 2,3+2,1%, cpemHecyTouHOE
nuacronuyeckoe — Ha 9,7+4,6%, p<0,05. ¥V nauuen-
TOB BCEX KIMHHUYECKUX TPYIII Mpeodiiagana apTepu-
anpHas runeptensus (Al') 3a cueT AMACTONNYECKOro
apTepuaIbLHOTO JaBJICHUS, TPEUMYIIIECTBEHHO B HOY-
HBIC YackHI.

Hamu ycraHOBIEHBI JOCTOBEpHBIE pPa3IHYUs
gacTtoTel AI' B 3aBucumoctu ot craguu XbIl: ATl
JIOCTOBEPHO 4Yalle BBIABISCTCS Yy MAlUKMEHTOB Ha
-V cramuax XBII (100%) u II-it cramuum XBbII
(48,1%) o cpaBHenwuto ¢ marmentamu | craguu XbI1
(6,7%, p<0,05). A" mtocToBepHO Halie BBIABISETCS
y mamnueHToB ¢ pedurokc-Hedpomarueit (PH) C
(100 %, n=30) u PH D (100%, n=28) o cpaBHEHUO
C TMAalMeHTaMHd C HAYaJIbHBIMU MPOSIBICHUSIMHU
Hedpockieposa (PH A, n=17, p<0,001).Yactora
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BcTpeuaeMocTd Al accouumupyeT co  CTaxkeM
3aboneBanusi: Al BoisiBiena y 28,8% gepes 1-2 roga
ot xebrora 3aboneBanus; y 68,7% depe3 3—4 rona, y
3,4% manneHToB OoJiee yeM uepes S JeT.

[Ipu anammze GyHKIMOHAIEHOTO COCTOSIHHS TIO-
YeK YCTAaHOBJECHO, YTO AJIA BCEX MAI[MEHTOB C Ha-
yanbHOU craguei XbII xapakTepHbl HapyIIEHUS Ty-
Oyssipubix (yHkimi noyek. CK® xapakrepusyercs
porpeccupoBaHuem uepes 4-5 jer ot nedrora X311 ¢
temiamu cHmxkenuss CK® no 5,9-6,2 mn/mMun/ros,.

BrisiBIEeHBl [TOCTOBEpPHBIE pa3IUYMs XapakTepa
BHYTPHUIIOYCYHON TeMOJUHAMUKU B 3aBUCUMOCTHU OT
craguu XbII: y manmentos ¢ XBII 2 craguu no cpas-
Henuto ¢ XBII 1 craauu BHyTpHunodeyHasi reMOHa-
MHKa XapaKTepu3yeTcs JOCTOBEPHO 0oJiee BRIPaKeH-
HbIMU HapyueHussMu nokazateneit LIJIK.

YcTaHOBIEHBI JOCTOBEPHBIE pA3IUYUS SKCKPELIUU
WHTEPJICUKUHOB Y MAlMEHTOB CPABHUBAEMBIX TPYIIIL:
cyTouHOM skckpeunu ¢ movoit WJI-1, NJI-6, NJI-8,
NJI-10y nereii ¢ [IMP 6e3 npusnakoB Hehpockiiepo3a

© O.IL. I'puropsesa
VK 576.852.2-053.2 + 053.6 : 616.61-002.3-03

O.11. I pucopvesa

u nauueHToB ¢ PH Ha pasneix cragusx TUIII
(p<0,001).

YcTaHOBIEHBl pa3iMYMsl CYTOYHOM SKCKpEUUU
¢ Mouor TpaHchopMmupytomero (axkropa pocra-f3
(TDP-B): mpu hopmuposanuu TUIII y nereii c [IMP
NPOMCXOANUT yBenauyeHue npoxykuuu TOP-B, uro
JIOKa3bIBa€TCsl pe3ysIbTaTaMH CYTOUYHOW 3KCKpeluu
¢ Mouoil ¢akropa pocta y nmereit ¢ IIMP (7,62 +
0,25 mir/mr) m PH A (8,57 £ 0,34 nr/min). [1o mepe
nporpeccupoBanuss TUIIIl nokazano yBenuyeHue
nponykiuu TOP-B y nmauuenros ¢ PH.

BeiBoabl: J[onOTHUTENBHBIMU KPUTEPUAMHU paH-
Hel nuarHoctuku XBII y gereit sBisitoTca Hapyuie-
HUE TapaMeTpOB HMHTPApEHAIbHOW TE€MOJWHAMHUKU
(cucTonMyeckoil CKOPOCTH KPOBOTOKA, TUACTOIHYE-
CKOM CKOPOCTH KPOBOTOKA); YBEIMUCHUE IKCKPELIUH
C MOYOH NpPOBOCHANMUTENbHBIX HUTOKHMHOB (MJI-1,
nJ1-6, NJI-8), mpockneporuyeckoro TOP-B, oxno-
BPEMEHHO C MapajlIebHBIM CHIDKEHHUEM 3KCKPEelnn
¢ MoYO¥ mpoTuBOBOCcTaNITEIRHOTO MJI-10.

OCOBEHHOCTWN PA3BUTUA M TEHEHA MUENTOHEDPUTA Y MHONLIMPOBAHHbBIX U
HEMHOWVLIMPOBAHHbBIX MUKOBAKTEPUAMW TYBEPKYIE3A AETEN M MOAPOCTKOB

Poccus, CaHkT-MeTepbypr, PrEOY BO «CaHKT-MeTepOyprckunii rocyfapcTBEHHbIV NeANaTPUHeCKNA MEAULMHCKUIA yHIBepcuTeT» OIBEOY BO CMGIMIMY
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BBenenue: IlopakeHne modex mpu TyOepKy-
Je3HOl MHGEKUnu y neTei sBiseTcs oduieit mpo-
Onemoill meamarpuueckoil Hedpomorun U PTH-
3MaTpUU. AKTYaJdbHOCTH MPOOIEMBI OOYCIIOBIIE-
Ha OCOOCHHOCTSIMH MOpPaXXCHHsI IMOYEK Yy JETeH,
HHOQUUUPOBAHHBIX  MHKOOAaKTepuUsiMH TyOepKy-
ne3a (MBT), HeoOXOmMMOCTHIO cIeruduIecKOi
Tepanud MPOTUBOTYOEPKYIE3HBIMH Tpernapara-
MH, HEpPEAKO C pa3BUTHEM HE(PPOTOKCHYHOCTH.
[Mo mocnemqHUM JaHHBIM TEPBHYHOEC WHOUIUPO-
BaHHE MHKOOAKTepUSIMH TyOepKyye3a JeTedl oT
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0 mo 17 net eXeromHo CHUXKAETCs, U COCTABIISIIO B
2017 r. 547 na 100 TBIC. IETCKOTO HACEICHUS.

Heab ucceq0BaHUA: U3yYUTh OCOOCHHOCTHU Te-
YyeHus nuenonedpura y aereil, MHQUIUPOBAHHBIX U
HenHpuupoaHHbIX MBT.

ITauueHTHI M METO/BI: B HCCIIEOBAaHHE BKIIOYE-
HO 50 ManueHToB ¢ OCTPHIM U XPOHUYECKUM ITHEJIO0-
HeQpuTOM, cpeHuit Bo3pact coctaBui 11,0+0,59 net.
[TanueHTh! pa3feneHsl Ha 2 rpynnsl: 1| — cocTaBuiIn
25 nereli, undunupoBanubix MBT 06e3 oKaNIbHBIX
¢dopm, ¢ octpeiM (15) u xpornyeckum (10) mueno-
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HedpuToM; 2-25 neteii, HenHpuuupoBanHbx MBT,
c octpsM (15) u xporudeckum (10) mrenonedpurTom.
W3 25 mauuenToB nepBoi rpynmsl 24 pebenka HHPH-
uuposanbl MBT ¢ npouieix et (VI-6, VI-B rpymnist
TUCIIAaHCEPHOTO ydeTa), 15 ¢ rumepepruyeckoi u 9
C HOPMEPTrUYecKOW YYBCTBUTEIBHOCTBIO K TyOep-
KynuHy, 1 peOeHOK HaxOAWTCS B paHHEM MEpUOJe
TIepBUYHON TyOepKyie3Hoi nnpekmuu (VI-a rpymnma
qucnanceproro ydera). Peakuust Manty ¢ 2TE nHa
MOMEHT 00cieloBaHHs HopMepruueckas y 19 nerei,
runepeprudeckas — 6. Bee 25 mereit mepBoi rpymimbl
o0cIieIoBaHbl B MPOTUBOTYOEPKYJIE3HOM JUCIIaHCe-
pe U NCKITFOUEHHS JIOKaIbHBIX (OopM TyOepKyiesa.
TyOepKyne3Hblii CeMEHHBIH KOHTAaKT yCTAaHOBIICH Yy
12 metelt, mMpOU3BOJICTBEHHBIN — 2, KOHTAKT HE yCTa-
HoBieH y 11 nereil. [loceB moun nHa MBT 3-x kpat-
HO JlaJl OTPHUIATEIbHBIN pe3ynbraT y 25 nmereit. s
OLICHKH aKTHBHOCTH TyOEpKyJIe3HOH HHpEKIH y 25
Jetel ucnoap3oBanu «/Juackunrect®y. [IpeBeHTUB-
Has Teparnus nposejeHa 23 nanueHTam, y 1 pebeHka
POOMTENH OTKa3ajlMCh OT XUMHONpPO(UIakTUKH, 1
IIPEBEHTHUBHAS TEpaIlUs HE Ha3HA4aJach.
PesyanTartbl: 13 obcnenoBanubix 25 neteit B 1
rpynie aesouek — 20 (80%), manbunkoB — 5 (20%);
Bo 2 rpymme u3 25 aerer — 16 neBouek (64%), Manb-
qukoB 9 (36%). Y 10 nereii ¢ nuenoHeppUTOM, UH-
¢uumpoBanubix MBT, «/lnackuaTecT®» OTpHULIATEb-
HBIH, y 2 — COMHUTENBHBIN, y 13 — MOIOKUTENBHBIMN.
Hetsim 2 Tpymisl «JInackKUHTECT™» HE POBOIUICS.
Hde6roT u obocTpenust muenonedpura y 25 nere,
nHpuuupoBanubix MBT, XxapakrepuzoBaquch NO-
CTEIICHHbIM Ha4yajoM, CUMIITOMaMH MHTOKCHKALUH,
actenueit y 20 (80%) mereit, 601eBBIM a0 10MUHATH-
HBIM CUHApPOMOM Yy 7(28%), TU3ypH4eCKUMH SBJIE-
HUIMHU Y 6 (24%). Y 7 (28%) u3 25 nmeteil BhIsSBIIeE-
Ha HelporeHHast AUCHYHKIUS MOYCBOTO MY3BIps, Y
4 (16%) — my3BIPpHO — MOYETOYHHKOBEIN pedIToKc,
MouekaMmeHHas 0one3Hb — 1 (4%), nucTonms movex —
1(4%), nenonHoe yaBoenue noyex — 1 (4%), HouHOMH
sHype3 — 1(4%). Y 25 nauneHToB MOYEBOW CHHIPOM
xapaktepu3oBaiics neiikonutypueit (80%), Mukpo-
nporeunypuein (36%), mukporemarypucii (28%).
Bakrepuypust ormeuena y 12 naunentos (48%), 3tu-
OJIOTHYECKast CTPYKTypa MueoHeppurTa MpeIcTaBie-
Ha E.coli—7 (28%), S.aureus — 2 (8%), St. faecalis —2
(8%), St. epidermidis — 1 (4%). [loceB moun Ha MBT
OTpHUIATEIbHBIN Y Beex 25 nereil. ¥ 10 gereit ¢ xpo-
HUYECKUM BTOPHUYHBIM MMHETOHE(PPUTOM OTMEUAIOChH

HenpepsiBHO peuuauBupytomee 7 (70%) n penunu-
Bupytomree — 3 (30%) Teuenue.

VY mauuenToB 2 Tpynmbl Ae0I0T U PELUANBEI MHe-
JoHEeppHUTa XapaKTePHU30BATUCH OCTPOil MaHu(DecTa-
nueit y 21 (84%), ausypudeckuMu SIBICHUSAMHU Yy 23
neteit (92%), muxopaakoit 10 pedpubHbIX 15 (60%)
u cyohedbpunpabIx 2 (8%) mudp, cuMnroMmamMu WH-
Tokcukaiuu y 18 (72%), 60s1eBbIM a0 I0MUHATILHBIM
cunapoMoM y 12 (48%). Y 7 (28%) u3 25 nereit BbI-
sBieH ruaporedpos, y 5 (20%) — my3sIpHO — MOYe-
TOYHHKOBBI peduitoKc, HEHpOreHHasw ITUCQOYHKIHS
MoueBoro my3sips — 4 (16%), nogkoBooOpasHas moy-
ka — 1 (4%), nenonaoe ynBoenne mouexk — 1 (4%),
HOYHOW 3HYpe3 — 1 (4%). ¥ 25 mauueHToB Moue-
BOM CHHAPOM XapaKTEPU3OBAICS JIEUKOLUTYpHUEH
(100%), muxpompotennypueii (28%), MuKporema-
Typueii (12%). bakrepuypust otmeuena y 25 nauu-
entoB (100%), sTHoNOrMYECcKast CTPYKTypa IHENIO-
Hedpura npeacrasieHa E.coli — 21 (84%), St. faeca-
lis — 2 (8%), St. epidermidis — 1 (4%), S.aureus — 1
(4%). lloceB moun Ha MBT oTpunaTenbHbIil y Beex
25 pereir. Cpeau 10 mamueHTOB ¢ XPOHHYECCKUM
MUEJIOHEPPUTOM peLUIUBHPYIOLIee TeUeHHE OTMe-
geHo ¥ 9 (90%), HEenmpepBhIBHO PEelHIUBUPYIOIIEEe —
1 (10%).

3aximouyenne: Ilo pesynbraraMm wHcciIeqOBaHUS
BEISIBIIGHBI OCOOCHHOCTH TEYEHHUs NueloHedputa y
JeTel MHOUIUMPOBAHHBIX MHUKOOAKTEPUSIMH TyOep-
KyJie3a — MOCTENeHHOE Havano 3a00JIeBaHUS C H30-
JMPOBAaHHBIM MOYEBBIM CHHAPOMOM C JICHKOLUTY-
puel, MHKporeMarypuen, MUKpPONPOTEUHYpUEH, B
KJIMHAYECKOM KapTHHE NpeobiataeT acTeHUYECKUH
cuHapoM. Y gmereii, He wuHHUIMpoBaHHEIX MBT,
MHUETIOHEPPUT XapaKTEPU3YETCs] OCTPHIM HAYAIOM C
BBIPOKEHHBIMH JIU3YPUUECKUMH SIBICHUSIMH, CUM-
NTOMaMH HMHTOKCHUKAITMH, dalie OaKTepHaTbHON
nerkouuTypueil. i onTUMHU3aUMKA IHArHOCTUKHU
MHOUIUPOBAHUS MUKOOaKTEepHsIMH TyOepKyie3a B
HEQPOJIOTHYECKOM CTalMOHApe, aMOyJIaTOPHO — II0-
JMKJIMHAYECKOM 3BEHE PEKOMEHIOBAHO BBHIIOJIHEHHUE
KJIMHAYECKOr0 MUHMMYyMa OOCIIeIOBaHUs Ha TyOep-
KyJie3 y jgereil ¢ muenoHe@puroMm (IOKYMEHTHPO-
BaHHbIe cBeneHus o BakiuHanuu BLDK u aunamuke
poObl MaHTy, BRIACHEHHE KOHTAKTOB C TYOEpKyIIe3-
HBIMH OOJIBHBIMH, TIoceB Mo4YH Ha MBT TpexkpaTHO
B MPOTHBOTYOEPKYJIE3HOM JIHUCIAaHCEpE IO MECTY
JKUTEIbCTBA, KOHCYJIbTALMS (THU3MATpa, IO IOKa3a-
HUSIM — PEHTT€HOTpaMMa TPYIHOM KIETKH).
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O.V. Kiselnikova, L.1. Mozzhukhina, G.N. Borisenko, V.V, Tuz
FUNCTIONAL STATE OF THE KIDNEYS IN CHILDREN WITH DIABETES AND OBESITY

Russia, Yaroslavl, Yaroslavl state medical University, Yaroslavl Regional children’s clinical hospital
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BBenenue. Cpean oOpraHoB-MUIICHEH, BOBIIE-
YEHHBIX B MMATOJOTHYECKHUN MPOIECC MPH OKUPEHUN
U caxapHOM Juabere, IOYKH UMEIOT 0co00e 3Haye-
Hue. [lpu 5TOM T1aBEHCTBYIOIIYIO POJb B Pa3BUTHH
NOpaKeHUs TIOUEK UTPAroT MeTadbonniyecknue QakTo-
pol. [posiBieHreM HapylIeHUs TOYSUHON (YHKIUH
SIBJIIETCS N3MEHEHHE CKOPOCTH KITyOOIKOBOM (DHITH-
tpanuu (CK®), a Hambonee TOYHBIM DHIOTEHHBIM
MapkepoMm, onpeensommm napamerpsl CK® mo co-
BpEMEHHBIM JJaHHBIM Npu3HaH nuctatiH C.

Heas uccaenoBanus. M3yunTh QyHKIIMOHATHHOE
COCTOSIHHE TIOYEK Yy JIeTeH, CTPaJaloNIiX CaXxapHbIM
IabeToM M OXKHpPEHHEM, B COOTBETCTBUHU C KOHIIETI-
et xpoandeckoit 6onesnn noyek (XbII).

Marepuaasl u Meroabl. IIposenen anamus
ucropuii 6one3nu 361 pebeHKa ¢ FHIOKPUHOMATHSI-
MU (CaxapHBIH TUa0eT U OXKUPEHUE) B BO3PACTE OT
2 no 17 ner, HAaXOOMBIINXCS HA JCYECHHH B DHJIO-
kpuHosioruyeckoM otaeinenun OJIKb. Becem nmetsam
MIPOBOIMIIOCH OOIIEKIMHUYECKOE, OMOXMMHUYECKOE,
HHCTpYMEHTanbHOe obcienoBanue. J[lng oueHku
Macchl Tella ObUT MCIONB30BaH MHJIEKC Macchl Tema
(UMT). OneHKy KOMIIEHCALIMHU YTIIEBOIHOTO 0OMEeHa
MIPOBOAMIIN TI0 YPOBHIO TIMKHPOBAHHOTO T'€MOTJIO-
omna (HbAlc). [l ompeneneHuss MHCYJIHHOPE3H-
creatHoctu (UP) paccuutwiBanicss maaexkc HOMA.
Wzyuanun mokaszaTenu JIUMNUIHOTO OOMEHa: OOLIMiA
xonecTepuH (XcC), XOJIECTEPHHBI JIHIOMPOTEUIOB
Boicoko# TuioTHOCTH (JIIIBII) m HM3KOI MiIoTHOCTH
(JIITHIT), tpurmunepuasr (TI7). dyHKIMOHATHHOE
COCTOSIHHE II0YEK OICHHBAIU MO0 OHOXMMHYECKUM
MoKasartensiM KpoBU (KpeaTWHHH, MOYEBHHA, LTUCTa-
TuH C), CTeNeHN BBHIPAKEHHOCTH MHUKPOAIbOyMUHY-
pur (MAY), ckopoct KiyOoukoBoW (uibTpanuu
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(CK®), koTOpyI0 pacCUHTHIBAIN ¢ TOMOIIBIO (op-
mynel G.J.Schwartz (o kpeatwmHuHy) U (opmyiie
HoeketNeprolDialTransplant (mo uucratuny C). Ha-
nuune XBII u ee cTtaguu ycTaHaBiIMBaJIMd COTJIACHO
npaktudeckuM pexomeHaanmsm K/DOQI (2002).

Pesynabrarbl. HopmanbHble TOKa3aTenmu (HiTb-
TpauuoHHOH QyHKIMK nouek npu pacuere CKD mo
muctatuay C (90-130 mu/MuH) 3aperucTpUpOBaHbL
y 201 (56%) GoxpHoOTO. Y 7 (2%) mereit ompenene-
Ha runepunbrpanus. Camwkenne CK® (89-30 mur/
MUH.), KoTopoe cooTBeTcTBOBaO II-1II cTammm XBII,
BbIsIBIICHO Y 153 (42%) manuenTos. Ilpu sTom, npu
pacuere CK® no kpeaTuHUHY HapylIeHHH QuiIbTpa-
IMOHHOH (pYHKIIMK OTMEUYEHO HE OBLIO.

Hcxons u3 mokazarenei QuIbTpaoHHOH QyHK-
UM [TOYEK, BCE JIeTH OBbLIHM pa3/ielieHbl Ha 3 TPYIIIbI.
[Tepmyto rpymry coctaBmim 153 pebeHka co CHIKEH-
Hoit CK® (77,38+£21,7 Mn/MuH), BTOpYIO TPyHILy —
7 nereii ¢ runepdunbrparueit (166+24,8 Mn/mMuH),
TPEThI0 TPYIIY C HOPMAIBHBIMH TOKa3aTeIsIMU
CK® (105+11,2mn/mun; p<0,0002). I'pynmer gereit
OBLTH COIOCTAaBUMEI TI0 BO3pacTy (CpemHUN BO3pPACT
B rpymme Nel cocraBmn 12,34+2,3 neT, B rpymme No 2 —
11,543,1, B rpymme Ne 3 — 11,1 +£2,6; p>0,05).

B rpymme Ne 1 — co cHmwkeHHOH ¢yHKUueH
CK® — b6onee uem B mosoBuHe ciydaeB (60%) B
KauecTBe OCHOBHOTO 3a00JIEBaHUS 3BYJaJIO «OXKH-
penmey. JIBoe nereit ¢ CJ] 2-ro Tuma Takke UMEIH
nokasareiu (GyHKIUHN o4YeK, cooTBeTcTBYyromue 11
craauu XBIIL. B rpynne Ne 2 — ¢ runepdunbrpanu-
et — Bce netu Obutn 6onpHbl CJ] 1-ro Tuna. ['pynma
No 3 — ¢ HopmanbubiME Toka3zaTeasiMu CK® — Obi1a
npexacraBieHa Ha 85% mamumentamu ¢ CH 1-ro
THUIA.
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YcTaHOBNIEHBI JOCTOBEPHBIC pa3inyKs B MOKa3a-
TEeNSIX (PU3NUECKOTO Pa3BUTHS JETEeH B 3aBUCHMOCTH
oT coctrosiHus (QyHKIUH mouyek. B rpymme Ne 1 — co
camxeaHo CK® — HopManbHBIE TTOKa3aTean (PHU3u-
YECKOT'0 Pa3BUTHS 3aPErUCTPUPOBAHBI TOJIBKO Y 28%
neteid. [Tpu aTom 55% nereii nmenn U30BITOK MacChl
tena 6onee 30%. B rpynme Ne 2 — ¢ runep¢uibTpa-
LMEH — OTKJIOHEHUH B IIOKA3aTeNsIX aHTPOIIOMETPUU
BBISIBJIEHO He ObL10. B rpymme Ne 3 — ¢ HOpManmbHOI
CK® — HopmanbpHOE (HU3MUECKOe pa3BUTHE OTMEYa-
J0ck y OonbHCTBa 00MBHBIX (66%; p<0,001).

CpaBHUTENBHBI aHAINM3 TIOKa3aj IOBBIICHHE
UMT B rpynmne peteii ¢ runoduinbrpauneii: 27,9+2.9
kr/m? mpotuB 17,6£3,1 kr/m* B rpynmne Ne 2 u 19,6
+2,3 kr/m? B rpynme Ne 3 (p=0,001). Hamu ycraHoB-
JICHBI IIPSIMBIE TOCTOBEPHBIE KOPPEISILIMOHHBIE CBSI3U
MeXIy ypoBHeM nuctatuHa C B CBIBOPOTKE KPOBH H
UMT (r=0,37 npu p<0,05).

© XK.I. JleBnamBuiu, H. 1. CaBenkoBa, M.O. Amupsia
VK 616.71-007.151-053.2 +053.6 : 616.612 : 616.632.18]-08

XK1 Jlesuawsunu, H.J[. Casenxosa, M.O. Amupsn

B rpynme Ne 1 perucrpupoBanoch AOCTOBEPHO
Oomnpliee YUCI0 OOJBHBIX ¢ JUCIUNUAECMUCH 3a cUeT
runeptpurnunepuaemun (7% npotus 0% B rpymnme
Ne 2 u 3% B rpynme Ne3; p<0,05) u cHrxeHus: Pppax-
ru JITIBIT (19% npotus 0% B rpymme No2 u 6% B
rpymnme Ne 3; p<0,001).

BriBoasbl. bonbHble ¢ oxupenueM, a Takxe ¢ CJI
Y HapyIIEHHbBIM )KHPOBBIM OOMEHOM SIBIISIIOTCS TPYII-
10} BBICOKOT0 pucKa 110 passuturo XbII, ¢ xynmmmu
nokazatensaMu CK® acconuunposans! Beicokuii UMT,
mucnunuaeMus. MIsMeneHus QyHKIUY T0YeK y AeTeH
C OXXHpEHHEM U JradeToM 0oJiee TOYHO BBISBISUTUCH
npu pacuere CK® c ucnonp3oBannem nucratuna C,
YTO ONpeAeisIeT Lelnecoo0pasHOCTh BHEIPEHUS 3TO-
ro MeToJa B MpPaKTHUKy NETCKOW SHIOKPHUHOJIOTUU
U MOHUTOPHPOBAHUS U OLIEHKU NMPOTrHO3a y AETeH
¢ XbII.

NCCNEOOBAHWE KAHANBLIEBOW PEABCOPELIN ©®OCDATOB U SDDEKTUBHOCTY
TEPANWW Y OETEN M NOAPOCTKOB C TMNO®OCHOATEMUNYECKM PAXATOM

Poccus, CaHkT-MeTtepbypr, TBOYBMO CaHKT-MeTepbyprckiii rocyAapCTBEHHbIA NeANATPUYECKNIA MEAMUMHCKMIA YHUBEPCUTET

G.G. Leviashvili, N.D. Savenkova, M.O. Amiryan

INVESTIGATION OF TUBULAR REABSORPTION OF PHOSPHATES AND EFFICACY OF
THERAPY IN CHILDREN AND ADOLESCENTS WITH HYPOPHOSPHATEMIC RICKETS

Russia, St. Petersburg, St. Petersburg state pediatric medical university

Jns nutnpoBanus: Jlesnamsunn JK.I., CaBenxoBa H.Jl., AmMupsiz M.O. HUccnenoBanue kaHanblieBol peabcopOunu
¢docdaroB n 3¢ HeKTUBHOCTH Tepaniy y AeTeH 1 MOAPOCTKOB ¢ runodocdaremuyeckum paxurom. Hedgponorus 2019;
23 (mpunoxenue 1): 139 doi: 10.36485/1561-6274-2019-23-5-130-154

For citation: Leviashvili G.G., Savenkova N.D., Amiryan M.O. Investigation of tubular reabsorption of phosphates and
efficacy of therapy in children and adolescents with hypophosphatemic rickets. Nephrology (Saint-Petersburg) 2019; 23
(supplement 1): 139 (In Rus.) doi: 10.36485/1561-6274-2019-23-5-130-154

Bgenenne. ['unodocdaremuuecknii paxur (I'P) —
HacJeICTBEeHHOE 3abojeBaHue, 0OyCIOBICHHOE H30-
JMPOBaHHBIM HapylleHHeM TpaHcnopra docdaros
B TPOKCHMAIIGHBIX KaHAIIbI[AX TIOYeK, HapyIICHHEM
(docdarHoro romeocrasa, KIMHUYSCKH MPOSBISICTCS
PaXUTHYECKIUMH, TIPEUMYIIIECTBEHHO BapyCHBIMH JIe-
(dopManmsaMH HWKHHX KOHE4YHocTel, (ocdarypueid,
runodocdareMueit, OCTeOMANALUEH, HUIKOPOCIO-
CTBI0, MHOTOIIJIOCKOCTHOM JiehopManiveil HKHUX KO-
HEYHOCTEH ¢ (HOPMHUPOBAHUEM CTATUKO-TUHAMUYECKON
HEIOCTaTOYHOCTH, COXPAaHHOW (yHKIMEH IOYeK.
Berensiror X cuerurensstii I'P (XHLR), ayrocomuo-
nomuHaHTHBIA [P, ayrocomno-peneccuBHblii (AR) 1

u Il Tunsr; HacneacTBeHHsId ['P ¢ runepkanblmnypueit
AR, runoocdaremuyeckyro 60ne3Hb KOCTEH.

Henp uccaenopanus. ONEHNTHh MOKa3aTenn Ka-
HaJbIIeBOH peabcopOuuu docdaroB y nereit ¢ rumo-
dhochareMrueckiuM paxXuTOM IIPH THHAMAYIECKOM Ha-
OmroneHuy Ha (DOHE aJIEKBaTHON TEPAITUU aKTUBHBIMU
Merabonmutamu BuTamuHa D, docdarroro Oydepa,
mperaparaMu KaJbIus.

MartepuaJjnsl u Metoabl. O0cienoBano 82 mamm-
enToB ¢ I'P. [TanenTs! pasnenensl Ha 3 BO3pacTHBIE
rpymmsl: I (1-3 roma), I1 (410 ner), 111 (11-18 meT), u3
Hux 30 (36,59%) manbuukoB; 52 (63,41%) neBouek,
CpeaHuN BO3pAacT HA MOMEHT HCCIEOBaHUA & JIET.
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OneHuBaINCh POCT, OKa3aTeIN KaHAJIbIEBOH peald-
cop6ruu pocdaroB: KPD (kanansiieBas peadbcopO-
uus ocgaror), MKP® (MmakcumanbHas KaHajblie-
Bast peabcopoums pocdaros), POD (dbpaknroHHaAS
akckpenust  pocgaror), MKPD/CKD (otHomeHue
MaKCHMaJIbHOH KaHaJbIleBOH peadcopOIuu K CKO-
pocTH KIIyOOYKOBOHM (DMIIBTpAIMK) OCHOBAaHHBIX Ha
OTIpEICIICHUH KOHIIEHTpaIH ¢ocdaroB/kpeaTHHIHA
B KPOBH U MOY€, KIIMPEHCA SHIOTEHHOTO KpeaTHHHHA,
OTIpEeNsUIach aKTUBHOCTh ILIENOYHOM (hocdarassl,
yposens [1T, kanbuuit/pocdop B cyTouHOl MoUe.
Pesyabrarel. [P nuarnoctupoBaH yamie y ne-
Bouk# (2:1). IIpu oneHKe MIMHBI TeNa Y MAIMEHTOB
BBISIBIICH HM3KUH pocT (Oombie y neBoyek B 111 rpym-
nie). Poct y nesouek B I rp (82+12 cm), y MaBIMKOB
84,9+6 cm (2 nenTunbHEI uHTEpBaN). Bo Il rpymme y
nesodek 110+37,3 cm, y manpunkoB 105 +45¢cm (23
ueHTWIbHBIA uHTepBai). B Il rpymnme y neBouek
144435 cm, y manpuukoB 148+37cM (3 neHTHIBHBIN
nntepBan). Kananbresas peabcopOiust docdaros:
KP®: 1-55,37|, 1I-71,6|, 1II-73.56 ; MKP®: 1-0,87,
11-0,73, 111-0,65; ®2D: 1-43,54 1,11-32,66 1, [11-26,44
1; MKP®/CK®: 1-0,01, II- 0,11, I1I-0.01; P moun
(docharer moun): 1-30,09 mr/krt, 11-31,31 mr/krt,
111-28,67 mr/xr1; P kpoBu (Heopranwdeckue docda-
Tl KpoBH): 1-1,32, 11-1,05, III- 0,88]. ¥V nmereii ¢ I'P
710 Hayaja Teparuy OTMEYEeHAa BBIPAXKEHHAs 3aJEpiK-
ka pocta B I rp. (2 uentunbHbI uHTEpBan), B 111 rp.
(3 menTwibHBIN wHTEpBaN), hocharypus (30 mr/kr),
runodocdaremus B II-1I1 rp. (1,05+0,08 mmomb/i).
B manpaelimem Ha (oHe Tepamuu npenaparaMmu Goc-
(batHOTO Oyhepa U aKTUBHBIMU METa0OJIUTAMH BUTA-
MuHa D, y Bcex neTelt OTMeueHO yayqIleHne PaxuTu-
YECKMX KOCTHBIX Je(opMaluid, OTCyTCTBOBAIH Ka-
710051 Ha 00T B HWOKHUX KOHEYHOCTAX. [lonmydeHHble
JaHHBIC JIEMOHCTPUPYIOT d((PEKTHBHOCTD Teparuu
thocdarapM OydepoMm, aKTHBHBIMH METa0OIHTaMU
BuTamMuHa D, npenaparamu kanbuus. [[ns nedeHus
XHLR y gereii 1 mogpocTkoB TpeOyroTcst Oolee BhI-
COKHE J103bI KajbiuTpuoia u ¢pocdara (ochar 20—
40 mr /kr /nenp u kanpuutpuon 20—30 Hr/Kr/neHs).
BoiBoabl. Y jgereid ¢ I'P 1o Havana tepanuu ot-
MeueHa BBIpakKeHHas 3ajepxkka pocra (B I rpymme
Bo3pact 1-3r — 2-0i1 neHTHIBHBIA WHTEepBad, B 111
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rpymnme — 3-uil HUeHTUIBHBIA HHTEpBa), pocdarypus
(30 wmr/kr), runodocdaremus (1,05-0,08 mMmons/i).
B pesynbrare qiuTenbHON TEpaluu OTMEUYCHO YIyd-
[ICHHE PaXWTHYECKNX KOCTHBIX HedopMmariuii, He
nporpeccupoBaja CTaTUKO-IMHAMUYECKas HeIoCTa-
TOYHOCTH, OTMEUYEHA TOJIOKUTENbHAS TUHAMUKA PO-
cra. [lo pesynapraraM AMHAMHYECKOTO HaONIIONEHUS
YXyIIICHUE TTOKa3aTeIe KaHaIbIeBOl peadcopOImu
docdaror B III rpynme cBsI3aHO ¢ POCTOBBIM CJIBHU-
TOM B Tepuon Iyoeprara, 4To TpeOyeT KOPPEKIINH
Tepanuu GochaTHbIM OydepoM, aKTUBHBIME MeTa00-
muTamMu BUT D 1 manmpHeHIero KOHTPOIIS H3y4aeMbIX
nokasareneil. Poct 3aBucHT OT paHHEH NOCTAaHOBKHU
JMarHo3a 1 Hayana tepanuu. Y Bcex aereit ¢ I'P npu
JUHAMUYECKOM HAOJIOACHUN COXpaHHAs (YHKIHS
noyek o CK®. YuuteiBas opMupoBaHre MHOTO-
IUIOCKOCTHBIX Je(opMaluii HUKHUX KOHEUHOCTEH
C TMPOTPECCUPOBAHUEM CTATHKO-TUHAMHYECKOW HE-
JIOCTATOYHOCTH, HEOOXOAMMO ONITUMH3UPOBATh PaH-
HIOIO JIMarHOCTUKY W HadaJo JIedeHus TyOyIomaTuii ¢
BEAYIIMM CHHAPOMOM PaxXHUTa.

buoxuMudecknii MOHUTOPHHT CJEIyeT IPOBO-
JIUTh C MHTEPBAJIOM B 3 MecsIa, 4ToObl HM30ekKaTh
OCIIO’)KHEHHH, TAKUX KaK TUIEPKAIbIUEMUS, TUTIEP-
KaJbIypHsl WK Tunepnapatupeos. [lokazarenu ka-
HanbLeBOH peabcopbunu ¢pocpartoB (KPD, MKPO,
OOD, MKP®D/CK®D) 1M03BOIAIOT KOJIUIECTBEHHO
olleHUTh (ocaTHbIE MOTEPU B U TUTPOBATH 03y
docharaoro Oydepa. Ypoau IITI cremyer n3me-
PATH PETYIISPHO, JUTSI BBISIBICHUS BTOPUYHOTO THITEP-
nmapaTtupeo3a, KOTOPBIH MOYKHO CKOPPEKTHPOBATb,
YBEJIMYUB JI03y KAIBIUTPUOJIA WU YMEHBIIUB JI03Y
docdara. Hamrmydmmm OnomMapKepoM yIIyUIICHUS
COCTOSIHUSI KOCTEN SABJISIETCA aKTUBHOCTDH ILIEJIOYHOMN
¢docdaTtazpl B CHIBOPOTKE KPOBH, KOTOpas MODKHA
yMeHbIIaThes ¢ JeyeHneM. KoppekTtupyroniyto octe-
OTOMUIO HE CIIeAyeT MPOBOAUTH y JeTel mo 6 Jer,
TaK Kak MeTMKaMEHTO3Has TepaIus 4acTo yJydliaeT
KOCTHBIE JiepopMarvii. XUPYPrUIECKYr0 KOPPEKITUIO
cleqyeT MPOBOJAUTH JAETAM M MOAPOCTKaM IpH Ha-
JUYAW MHOTOIUIOCKOCTHOM JehopManiy U CTaTUKO-
JUHAMUYECKOW HEJOCTATOYHOCTH HIDKHMX KOHEd-
HOCTEH TpU OTCYTCTBUM 3 (deKkTa KOHCepBATUBHON
Teparnuu.
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OCOBEHHOCTU KITMHWUYECKX MPOABAEHWW N KAHANBLIEBOW PEABCOPELINIA
OOCDHATOB Y AETEN C BUTAMUH-D-3ABUCUMbIM PAXUTOM

Poccus, CaHkT-Metepbypr, TEOYBIMO CaHkT-MeTepOyprckmnii rocyaapcTBeHHbIA NeamuaTpruyecknii MeANUMHCKNA YHUBEPCUTET

G.G. Leviashvili, M.O. Amiryan, N.D. Savenkova

FEATURES OF CLINICAL MANIFESTATIONS AND TUBULAR REABSORPTION OF PHOSPHATES
IN CHILDREN WITH VITAMIN-D-DEPENDENT RICKETS

Russia, St. Petersburg, St. Petersburg state pediatric medical university

Jans nutnposanust: Jlesnamsuin XX.IN, Amupsta M.O., CaBenkoBa H./l. OcoO€HHOCTH KITMHUYECKUX TPOSIBIICHUIH
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(mpunoxenne 1): 141 doi: 10.36485/1561-6274-2019-23-5-130-154

For citation: Leviashvili G.G., Amiryan M.O., Savenkova N.D. Features of clinical manifestations and tubular
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BBeaenune: Butamun-D-3aBUCUMBII paxuT — Ha-
CIIE/ICTBEHHOE 3a0oiieBaHHe, OOYCIIOBIICHHOE Ha-
pyuieHrneM Meraboim3mMa BUTamMuHa D B modkax c
Pa3BUTHEM paXHUTOMOAOOHBIX W3MEHEHHWH, pe3u-
CTEHTHBIX K OOBIYHBIM 103aM BUTamuHa D. Jlepumut
O, -THIPOKCHUJIa3bl MIOYEK M CHHIKCHHE 1yBCTBUTEIb-
HOCTH opranHoB muiene k 1,25(0OH),D, npusoaut
K HapymeHuio (GochopHO-KaIbIIMEBOrO OOMEHa H
MUHEPaTN3ai KOCTeH CKeleTa, BTOPUYHOMY T'H-
MepIapaTupeosy, HapyIIeHNI0 BCACHIBAHUS KaJIbIUS
B kume4yHnke. KimHMKO-71a00paTOPHBI KOMILIEKC
BHUTaMUH-D-3aBHCHMOTO paxuTa NPEJCTABICH: T'H-
MOKaJbIIMEeMUsl, yMepeHHas runodocdaremus, mo-
BBILICHUE YPOBHS LIETOYHON Qocdarasbl, TUIOPX-
JIOPEMUYECKUN aITiI03; peHTTeHOTpadust KOCTEH BBI-
SIBJIIET — UCTOHYEHNE KOPTHKAIBHOTO CIIOSI KOCTEH,
CHUCTEMHBIH OCTEOTOpO3, pPacIIMpeHHe 30H pOCTa,
yBEJIHMUYEHHE Pa3sMEpPOB METasMU(PHU3apHBIX OTIENIOB.
Boigenstor 4 Tuma HacieACTBEHHOTO ayTOCOMHO-
perieccuBHOrO BuTaMuH D-3aBucumMoro paxura (IA,
IB; IIA, IIB). Hapymenue meradoim3mMa BUTaMHHA
D cBs3anHOro ¢ medummroM depmenta l-ambda-
THUAPOKCHIIA3bl — TUM [A (KIMHHYECKH TPOSIBISAETCS
3aJep>KKOH pOCTa, paxUTOMOA00HBIMU N3MEHEHUSIMH
cKkeneTa, JedopMaliell HIKHAX KOHEWYHOCTEH, 3a-
JIepKKOH mpope3biBanus 3y0oB, runodocdaremuei,
TUTIOKAJIBITIEMHUEH, YBEeTHICHHE MeNoIHon (ocda-
Taspl, cHwkenueM 1,25(0OH),D,, HopManbHbIM ypoB-
HEM 25(OH)2D3), IeUIAT 25-TUAPOKCUITA3hl — TUI
IB (xapaktepu3yercs CHMIITOMAMH KJIaCCHYECKOTO
paxura: BaJbI'ycHas/BapycHas jaedopManuu HUX-
HUX KOHEUYHOCTEH, TUTIOTOHUS, CKOJINO03; HU3KUHN UIH
HOPMAaJIBHBIN KanbIWi B KpOBH, runodocdaremus,

yBeIUYEHHE MIeIo4Hol ¢ocdaTa3pl, HOPMAaJIbHBIHA
1,25(0H),D,, nuskuii  25(0OH),D,), renepanuso-
BaHHas pe3ucTeHTHOCTh K 1,25(0H),D, — tun IIA
(mposiBIsIeTCSl CHMITOMAaMU PaxuTa, yMEPEHHOH I'-
noocdaremueli, runoOKanbLUEMHUEH, YBEINICHUEM
AaKTUBHOCTH IIENOYHOH (ocdaraspl, yBennueHue
1,25(0OH),D,, nopmanenbii 25(0OH),D,, ysenude-
HHUE TapaTUPEOHJHOr0 TOPMOHA, aJONelusi, BO3-
MOYHBI CYZIOpPOTH), PE3UCTEHTHOCTHIO PEIETITOPOB B
opranax-muiensx K 1,25(OH),D, — tun 1IB (xapak-
TEPU3YETCS] CUMIITOMAaMH PaxUTa, HOPMaIbHBIM HJIH
HU3KUM KalbLUil KPOBH, MOBBIIICHUEM aKTUBHOCTH
menounoi docdarasel, ysennuenuem 1,25(0H),D,,
HopmaneeiM 25(0OH),D,, yBenuuenue mnaparupeo-
HTHOTO TOPMOHA).

Heanr wucciaenoBanusi. M3yunts o0coOeHHOCTH
KJIMHUYECKUX NPOSIBICHUN M HapylLIeHUE KaHaJbLie-
BOii peabcopbuun ¢pochaToB y neteii ¢ HacIeACTBEH-
HBIM ayTOCOMHO — PELECCUBHBIM BUTaMuH — D — 3a-
BUCHMBIM PaXHTOM.

Marepuajsl 1 MeToAbl. Y 21 marnuenTa ¢ BUTa-
MHUH — D — 3aBUCHMBIM PaxuTOM OLICHEHBI KIIMHUKO-
nabopaTopHbIe JaHHbIE: OOLINHA Kb, IEIOYHAS
docdaraza, yposenr 25(0OH), D,, maparropmon,
MOKa3aTeNd KaHaJblleBOM peabcopOumu  docda-
toB: KP® — kananbueBas peadcopbums ¢ocdaTos,
MKP® — makcuManbHast KaHaIbIEBas peadcopOIus
docharor, DOD — ppakimoHHAS IKCKpEIHs docda-
toB, MKP®/ CK®, ¢yrkmus nouex — CKD mo ¢op-
myse Schwartz) (cpenuuii Bo3pact — 6,8+1,87 ner).
[Tarments! pasgenens! Ha 2 rpynnsl: B I rpymme 7
nmanueHToB (cpemanuii Bo3pact 4,43+3,18 ner) ¢ Brep-
BbIE€ TUATHOCTHPOBAHHBIM BHTAMHH — D-3aBUCHMBIM
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paxurom, Bo Il rpynne 14 nereii (cpeauuii Bo3pact
8,07+1,94 ner).

Pe3yabtarbl. Bce manueHThl mosydaid akTUB-
HbIe MeTabomThl BuTamuHa D — Kameiurpuon (Po-
kanbTpon), Kamemuamon (Axsallerpum), mpemapa-
TBI KaJblUA. Y BCEX AeTeil BBISBJICHBI: TUIIOTOHUS,
MBILIeYHast c1aboCThb, NeopMaLus IpyIHON KIIETKH,
BEPXHHUX M HIDKHUX KOHEYHOCTEH, 3allepiKKa pocTa,
Yy HEKOTOPBIX OONMM B KOCTSIX, THUIOTUIA3HUA 3yOHOU
sMamu (3), THUMOKANBIIMEMHUYECKHE CYAOpOorH (2).
JuarHocTuka W Ha3Ha4YeHHE aJeKBAaTHOTO Jiede-
HUS y 8 MalMeHTOB A0 3 JeT MOBIWSUIM Ha Onaro-
NPUATHOE TEYECHHE, B OTIMYME OT 13 MaIMeHTOB C
JUAarHOCTHKON M HayaJIoM JICYEHUs mocie > 3 JieT.
B I rpynne 3 neBouku, 4 manpunka. Butamuu-D-
3aBUCHUMEBIH paxuT Tull [A gumarHocTupoBaH y 3
NalnueHToB: (BanbrycHas/BapycHas aedopmaryu
HW)KHUX KOHEYHOCTEH, TUIIOTOHUS, CKOJUO3, THIIO-
KaJbIIMEMUs], NOBBIIICHUE IIEJIOYHON Qocdarasbl,
camkenne 25(OH)D3); tun IB (BamerycHas/Bapyc-
Hasl JeopMaluil HIDKHUX KOHEYHOCTEH, THIIOKaJlb-
nueMudeckue cymoporu (1), runepmapartupeos, mo-
BBIILICHHE MIETIOYHOH (ocdaTasbl, TMIOKaIbIAEMHUS
(1) y 3 maumenToB; tum IIA (pacmupenue aneprypsl
IPyIHOH KIIETKH, TappHUCOHOBa OOpo31a, PaxHTHU-
YecKkue OpacieThl, YeTKH, BBICTYMAIOIINE JOOHBIE
Oyrpbl, T'MIIOKaJbLHEMUs, TIUIEpHApaTHPEO3, IIO0-
BBIIICHUE MIETOYHOH QocdaTa3bl, OYEHb HUZKHH
25(0H),D,) y 1 nanmenrta. B I rpynne rumnokaib-
nuemus (2,19+0,32MMob/1), HOpMaJTBbHBIN YPOBEHb
¢docatos B kposu (1,8+0,3MM0IB/1T), 3HAUUTENBEHOE
MOBBIIIIEHHE TenouHor Qocdaraser (450,14 en/m),
nedumut 25(0OH)2D3 (14,93+9,21Hr/™M1), THIIEpTIA-
patupeo3 (cpemxnee 142 nr/mi). Bo Il rpynme mereit
(6 neBouek, 8§ MaJIbYUKOB), TUATHOCTHPOBAHBI: THII
1A y 4 nauuenros, Tun 1B y 9 nerei, Tun [IB y 1 ma-
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uueHra. Y gered Il rpynmnel oTMedeHa MOJI0KUTENb-
Has AMHAMHKA B Pe3yJIbTaTe Teparuu: HOPMOKAIb-
ruemust (2,3+0,09 MMoIb/IT), HOpMaNBHEBIN YPOBEHB
docdaror B kposu (1,44+0,19 MMOIB/7T), TIETIOYHAS
docdaraza (290,86t 67,74 mMmonb/i1) B mpenenax
Hopmel, 25(0OH),D, (21,19£7,64 ur/mn), cHukew,
runeprnaparupeo3 (121,28+87,15 nr/min) ¢ TeHaeH-
i Kk HopMmanm3anuu. OIEeHeHBI MMOoKa3aTenu Ka-
HabIleBoi peabcopOmmu docdaroB y 21 manueHTa:
B | rpynme KP® (86,2344,81), MKP® (1,27+0,25),
OOD (13,76+4,81), MKP®/ CK®D (1,12+0,54) u
MOKa3aTe)iM KaHaJbIeBOW peabcopOumu ¢docdaron
B IWHaMuU4eckoM HaOmroaeHuu Bo Il rpynme: KP®
(88,33£3,09), MKP® (1,33+0,22), ®OD (11 £2,99),
MKP®/CK® (1,44+0,36) B mpemenax HOPMBI, UTO
CBUJICTENILCTBYET 00 OTCYTCTBUH HApyIICHHS TPaHC-
nopta ¢ocaToB B NPOKCHUMAIBHBIX KaHAJbIAX IO-
4eK. Y BcexX HcCiIe yeMbIX GYHKIHUS OYEK COXpaHHa
(CK® no dopmyne Schwartz 125,1+10,24 mn/mMun).
V¥ 3 maieHToB JUarHo3 NOATBEPKIACH MOJICKYJISIPHO-
TEeHETUYECKUM TECTHpOBaHUEM — TUT [A.

3akiouenne: Y TANMEHTOB C HACIEICTBEH-
HBIM BUTaMHUH-D-3aBHCHMBIM paXUTOM HE HapyIICH
TpaHcopT GochaToB B MPOKCUMAILHBIX KaHAbI[AX
HedpoHa, ¢pyHkuus noyek coxpanHa (CK® mo ¢op-
myne Schwartz B mpenenax Hopmbl). Tepamnus aKTHB-
HBIMU MeTabonutaMu BuUTamMuHa D (KaJdbIUTPHOI,
KaJIBI[UINOJT), TMpenapaTtaMd Kanblus, (ocdaTos
nmaet a¢dexr. Ha hone mmrenbroit Tepanuu (10 ner
B JMHAMHYECKOM HAOJIIOJCHNH), C IEPHOANYECKOM
KOpPpEKIHeH 103 MpenapaToB, OTMEUCHO YIIyUIlIeHHE
KIIMHUKO-1a00paTOpPHBIX TTOKa3zarenel (He mporpec-
cupyer jgedopmanus CKelleTa U OTCYTCTBYET CTaTo-
JUHAMUYECKasi HeJIOCTaTOYHOCTh HIYKHUX KOHEYHO-
creit, Hopmanuzamus 25(OH),D,, menounoii pocda-
Ta3bl, OOIIETO KaabIHs).
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KOHLEHTPALMW SPUTPOMOSTUHA 1N MHOYLUVPOBAHHOIO TMMOKCUEN
DAKTOPA-1B KPOBW Y AETEV 1 NMOAPOCTKOB C AHEMMEW B 3ABUCMMOTK OT
CTALNN XPOHWUYECKOW BONE3HM MOYEK 1 TEPANUK MPEMNAPATAMM XENE3A

N SPUTPOIMOSTUHA

Kadenpa akynsTerckon negmatpumn Orb0Y BO «CaHKT ~ MNeTepOyprcknii rocyfapcTBeHHbIN NeanaTpu4eckuii MeanLMHCKUIA YHUBEpCUTeT» MUHUCTEpCTBa

3apaBooxpaHeHust Poccuiickoit Mepepaumn, CaHkT-MeTepbypr

E.V. Leonteva, N.D. Savenkova

CONCENTRATION OF ERYTHROPOIETIN AND HYPOXIA OF INDUCIBLE FACTOR-TIN THE
BLOOD OF CHILDREN AND ADOLESCENTS WITH ANEMIA OF CHRONIC KIDNEY DISEASE
C1-5 STAGES BEFORE DIALYSIS AND ON DIALYSIS, RECEIVING AND NOT RECEIVING IRON

AND ERYTHROPOETIN DRUGS

Russia, St.Petersburg, department of faculty pediatrics of Saint-Petersburg State pediatric medical university
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For citation: Leonteva E.V., Savenkova N.D. Concentration of erythropoietin and hypoxia of inducible factor-1 in the
blood of children and adolescents with anemia of chronic kidney disease c1-5 stages before dialysis and on dialysis,
receiving and not receiving iron and erythropoetin drugs. Nephrology (Saint-Petersburg) 2019; 23 (supplement 1): 143

(In Rus.) doi: 10.36485/1561-6274-2019-23-5-130-154

AHeMus pa3BUBAETCS MPU XPOHUUYECKOW 0OJIE3HU
nouek (XBIT) y nereit BcienCTBIE CHUKCHHS CHHTE3a
spurpomnodtuHa (D110) B moykax, CHIYKEHUS KUIIIEY-
HOW abcopOLMK Kejle3a U Pa3BUTHUSA €ro JACUIINTA,
00yCJIOBJICHHBIX MTOBBILIEHHBIM YPOBHEM I'eTICHANHA.
B perymsaunu noueynoro cunte3za JOIIO nokaszana
pOJb THITOKCHEl nHAynupoBaHHOro daktopa HIF-1a
y nanuenToB ¢ anemuen mpu XbII. U3Bectno, HIF-1
u HIF-2 y4acTByIOT B peryisiliui CHHTE3a SPUTPOIIO-
strHA B moukax u nedeHu npu XbII (Locatelli F. et al
2017; Gupta N., Wish J.B., 2017).

Hean: omneHUTh KOHIEHTpanmuu B kpoBu OIIO,
runokcuedt uHaynupoannoro akropa (HIF-1a) y
nereit u noapoctkoB ¢ anemueil npu XbII C1-5 no
JUanu3a U Ha JUaJId3e, MOIyYaroluIuX U He M0TyYaro-
LIUX Tpenapathl kKejle3a U SPUTPONOITHH CTUMYIH-
pyromue niperapatsl (ICII), nns ycraHoBIEHUS poH
HIF-1a B perymsinuu cuatesza 9110 u sputpomnonsa.

IManmenTsl M MeTOABI: /[MarHoCTHMKA U CTpaTH-
¢ukanms craguii XBI1 C1-5 npoBeneHa no nmpuHATON
B TEAUATPUUYCCKONH HEPPOIOTHH Ki1accupuKauu
NKF-K/DOQI (2002), Hogg R. et al. (2003). 13 80
nauueHToB ¢ anemuen npu XBI1 Beaenensl 3 rpynnsl
C y4eTOM I0JTy9aeMOi Teparuy MpernapaTaMu Keme-
3a u OCII, 3amecTUTENbHON NOYCYHON TEPAUH A~

nuzoM: I rpymmna — 32 nanuenTa no nuanusa ¢ XbII
C1-5, He nonyyaroumMx TEPanuIo JUAIU30M, Mpena-
patamu kene3a u 3purponodTura; Il — 18 manuen-
toB ¢ XBII C2-5 10 nnanusa, NOIy4aroIuX TEPAMUIO
npenaparamu xene3a u DCII; 11 — 30 manueHToB ¢
XBIT C3-5, monyyaronux remoauanus (21), meputo-
HeaJbHBIN auanu3 (9) U Tepanuro mnpernapaTaMmu xe-
ne3a u OCII.

Konnentpanus 3110 B cbIBOpOTKE KPOBU B HOpME
cocraBmuser 3,22-31,9 MME/mMn, s cpaBHEHUS HC-
MOJIB30BANIOCH cpeanee 3Hauenue (17,56 MME/mn),
kourenrparus HIF-la cocraBnser 0,043+0,007 ur/
w1, 1ot cpaBHeHust HIF-1a ncnonb3oBanock cpegnee
3nauyenwne (0,043 Hr/mi).

Pesyabrarer: 13 80 naunentos ¢ XbII ompene-
nensl C5 'y 29 (36,25%), CK® 10,07+£0,46 mu/muH;
C4 'y 28 (35%), CK®D 21,98+0,72 mu/mun; C3 y 12
(15%), CK® 40,43+2,56 mu/mun; C2 y 8 (10%),
CK® 72,56+3,16 ma/mun; Cl y 3 (3,75%), CKD
99,44+3,73 mu/mun. Y 80 nmeTeit U MOIPOCTKOB C
XBII Bergeiensr C4-5 B 71,25%, C1-3 B 28,75%.

V 80 nereit u noapoctkos ¢ XbII C1-5 nmoka3zare-
i Hb u spurponmros cocrasmnu Ha C5 (83,79+£2,55
r/m u 2,8+0,11x10'%n), ma C4 (100,39+1,74 r/n
n 3,61£0,11 x10'%/n), ma C3 (104,92+1,86 1/1 u
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3,69+0,15 x10'%/m), na C2 (105,75+1 r/n u 4,16+0,13
x10'2/m),1aC1(106,67+3,53 /11 4,66+0,09x10'%/11),
cootBeTcTBeHHO. Y 80 manmentoB ¢ XbII C1-5 mo-
kazarenu Fe, OXXCC u nHaceiienus: TpaHcdeppuHa
cocraBmin 12,62+0,62 mxmoiab/n, 50,33+1,44% u
31,73+1,6% (COOTBETCTBEHHO).

B I rpynne y 32 nereit u nogpoctkos ¢ XBII C1-5,
HE TMOJIyYaroIUX TEPaNuio IUAIN30M, IpernaparaMu
xene3a u OCII, BeisiBIeH BbicOkMi ypoBeHb OI1O
(28,65+3,66 MME/mn) u Beicokuii ypoBeHs HIF-1a
(0,089+0,01 1Hr/™MI1) IO CPaBHEHHUIO C HOPMATHLHBIMH
(p=0,014) u (p=0,005), COOTBETCTBEHHO, YTO yKa3bI-
BaeT Ha COXPaHHBIN CHHTE3 HPUTPOIIOITHHA, OIIOCpe-
nosauHbld HIF-1oHa Bcex cramgnax XBII.

B Il rpynme y 18 neteit u mogpoctkoB ¢ XbII C2-5
0 JManu3a, MONYYarolUIMX TEeparuio IMpenapaTaMu
skene3a u DCIL, BbIsABIEHBI MOBBILIEHUE YpoBHS JI1O
(63,01+14,84 MME/mon) u HIF-1a. (0,13840,025 Hr/mi)
10 cpaBHEHUIO ¢ HopMaibHBIMU (p=0,0088) 1 (p=0,005),
COOTBETCTBEHHO, YTO IOATBEPKIAET ONIOCPEIOBAHHYIO
HIF-1a perymsiiuro s3puTporno33a Ipy aHeMUH y JeTer
¢ XbII C2-5 no nuanusza, NOMyYaromyX TEPAIUIO Ipe-
IapaTamMu >keJie3a 1 3pUTPOIIOITHHA.

B III rpynne y 30 mereit m nmoapoctkoB C3-5,
NOJTyYaloUIMX TUali3 U Tepaluio npernapaTaMu Ke-
neza u OCII, BbisBieH BbeIcOKui ypoBeHb HIF-la
(0,098+0,01 Hr/™Mn) mpu CpaBHEHUH C HOPMAIHHBIM
nmokazarermsiMua (p=0,005), 9To0 TOATBEPKITAIOT yUa-
ctue HIF-la B sputpomnosse y nereil 1 noapocTKoB
¢ XBII C3-5 Ha nuanusze, NOJYy4arOMIUX MpenapaThbl
Keleza U 3pUTpornodTHHA. [1oBIIeHne KOHIIEHTpa-
uu HIF-1o y nereit u nogpoctkos ¢ XBII C3-5 Ha
JMaJI3€ MOYKHO OOBSICHUTh BHEIIOYECYHBIM CHHTE30M
HIF, gro cornacyercst ¢ nanasimMu F. Locatelli et al
(2017) o npeobnaganuu neueHoYHoro cunTeza D110
npu XbBIIL.

3akmarouenue. O posu THIIOKCUEH MHIYLIMPOBaH-
Horo ¢akropa HIF-lo B cuHTe3e spuTpOomosTHHA U
AKTUBALUU SPUTPOII033a CBUIETEIBCTBYET MOBBIIIE-
HHUE THIOKcHed nHaynupoBaHHoro ¢akropa HIF-1a
y neredt u noapoctkoB ¢ aHemued npu XbBII: C1-5
JI0 T1ain3a, He MOJIyYaroliX TePaIHio IpernaparaMu
JKene3a u 3purponostuna; C2-5 mo nuanusa, moiy-
YAIOUINX TEPalMIo MpernapaTaMy Kele3a U SpPUTPo-
nmodtrHa; C3-5 Ha muanmse, MOMyJaloIMnuX TEPAITHIO
MpernapaTraMu jkesie3a U SpUTPOIIO3THHA.
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Beenenne. OHkonornyeckue 3a0oaeBaHus aeTei
Ha NPOTSHKEHUM MOCIeHuX AecsaTunetuid B Poccuii-
ckoit denepanuu HempepbIBHO pacTyT. [lapatiensHo
HaO0JIIOJIaeTCI U POCT XPOHUYECKUX 3a00JeBaHUN
nouek. Mexay CreruaibHOCTAMU “‘Heposorus” u
“OHKOJIOTHSI” BO3HUKAET B3aUMOCBSI3h M IMTHPOKHI
KOHCEHCYC, OCHOBAaHHBII Ha aHaN3€ ONTHMAaJIFHOTO

144

OanaHca BBITOA M PUCKOB IPU NPUMEHEHHH (dapMma-
KOJIOTUYECKHUX areHTOB (TPOTHBOOITYXOJEBBIX, CTH-
MYJIMPYIOIIMX SPUTPOINO33, AHTHOMOTHUKOB U Ip.).
Heanb uccaenoBanusi. PaccMoTpers MHOrooOpa-
3ue HehPOIIOTHYECKUX PUCKOB Y JIeTel ¢ OHKOJIOTHYe-
CKUMH 3a00JI€BaHUAMH VISl YJIy4IlIEHHUS KauecTBa Iu-
ArHOCTHKH U NMPOQHUIAKTUKI MOYEUHBIX OCIOKHEHHUM.
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Marepuaj u MeTOabI. VIcrIonp30BaHbI CTATUCTH-
YEeCKHe OTYETHl O CTPYKTYpE MAaTOIIOTHH OPraHOB MO-
yeBot cuctembl (OMC) 1 OHKOMATOJIOTHH y JIETeH,
nporreqmux 3a mocieanue 10 ner (2008—2017) uepes
OTZAEJICHUs IETCKOH HePPOIOTUH, JETCKONH YPOIOTHH
COKb umenu B.JI. CepenaBuHa; AETCKOM OHKOJIO-
rum, rematosoruu u xumuorepanun COJIKb nmenu
H.H. ViBanoBoii. O0pamanocs BHUMaHHE Ha BO3MOXK-
HBIE «IIEPECEYCHHUsD MAIMeHTOB B ATHX OOJACTHBIX
LeHTpaX. AHATM3UPOBATUCH APXUBHBIC KIMHUYECKHE
Matepuansl (uctopun 6onesnn). B yponedpoiornue-
CKOM IIEHTpe eXerofHo jgeuntcs nopsiaka 1000 gereit
¢ "Hedponoruuecko narosorueit u 1400 marueHTOB
C YpOIIOTHYECKUMU TpobiiemMamu. B otnmenenun oH-
KOJIOTHH, TEMATOJIOTUM U XUMHUOTEPAITUN €KETOTHO
npoJieunBaercs 10 550 nareHToB ¢ OHKOJIOTHYECKON
naTojoruei, u3 Hux 25% ¢ CONUIHBIMH OMYXOJISIMH,
75% c remarobnacro3zamu. BeiOopoyHo mpoBOAMIICS
ayJIUT TIPEABAPUTEIHHOTO ATalla B IMIOCTAHOBKE JHa-
THO3a OHKOJIOTHYECKOTO 3a00JIeBaHMSI, €T0 OCIIOKHE-
HUH, aMOyIaTOpHBIE OOpaIIEHUS K CIIEIHATNCTaM.

PesyabTathl. 3a nocnennue 10 net BoepBbIe BbI-
sieiieHo 50 ciyuaeB HedpobracTombl (omyxonu Buib-
Mca) — BBICOKO3JIOKaYECTBEHHON T'€HETHYECKON M-
OpronanpHOHU omyxond. Konebanus cocTaBmwiy oT 1
10 12 cnyyaeB B roa. B 9T ske CpOKH BBISBISUIOCH OT
23 no 27 cmy4yaeB ocTporo JuM¢GoOIacTHOTO JISHK03a
(OJUI) B rox, Bcero 3a 10 net BuepBble AUATHOCTHPO-
BaHo 185 cimyuyae OJIJI, uro oTpakaeT o0IIepocCHii-
ckue TeHaeHy. OMyXoJld MOYEBOTO ITy3bIpsi BIEp-
BBIC BBISBJICHHI 32 10 JreTHUH nieprona y 36 mannueHToB.
Heckonpko MeHBIIIE CTAaTUCTHKA B OTHOIIIEHUH OITYXO-
neii smaka (3a 10 net — 10 cny4aeB), SMMHUKOB (BCETO
8). Jetu, nmpoxoas ANUTENbHOE MPOTHBOOITYXOJIEBOE
JIeYeHne 1O MPOTOKOJIaM, MHOTOKPAaTHO BO3Bpalla-
TUCh B oTmeneHue. Ha mpoTspkenun mocnemaanx 10
JIeT TIepPEeBEACHBI M3 OTACTICHNS YPOJIOTHH B OHKOTEeMa-
TOJIOTUYECKUM LIEHTp eAuMHUYHbIEe mauueHTsl: ¢ OJUT
(1), nedpobnacromoii (1). B otnenenne nHedponorun
C 9KCTPaKOPIOpaJbHBIMU METOAAaMH JICUeHUS! ObLIH
niepeBeieHbl 2 IeTel — T POBEICHNS 3aMECTHTENb-
Hoii moueuHoi tepanuu (3I1T) B cBsi3u ¢ ocTphIM 110-
BpexnenueM rmouek (OIIT) Ha ¢oHe XUMHOTEpanuHy,
nydeBoil Teparmu. OTtmedeHsl auddepeHIraIbHO-
JIMarHOCTUYECKUE TPYIAHOCTU TIPU TIEPBUYHOHN BHI-
SIBTSIEMOCTH  3JIOKQUECTBEHHBIX ~ HOBOOOpa30BaHUI
(BHO) y nmereil m3-3a HAIMYHS «YPOJOTHUECKUX),
«HE(POIIOTHIECKUX» MacoK. Makporemarypus Ciy-
JKHUJTA TIOKa3aHUeM ISl SKCTPEHHON TOCTIMTATU3aINN
pebeHka B ypooruieckoe otaeieHue. Tak, ¢ moved-
HBbIM KPOBOTEUEHHEM ObLI TOCIUTAIU3UPOBAH MaI-
eHT 6 JIeT, y KOTOPOTo IpU MEPBOM Ke 00CTIeTOBAaHIH
obut BeisiBieH OJIJI, u peGeHOK ObLI MepeBelicH B

OHKOTeMaToJIOTdecKuil meHTp. Ilpn remaTypusax o0s-
3aTeNIbHBIM O00CIEIOBAHUEM SIBISIETCSI LIUCTOCKOIMS
(WISt MUCKITIOUEHHMS OITYXOJIM MOYEBOTO ITy3bIps); KOM-
nbIOTEpHas TOMOrpadus movek (Ui UCKIIOUeHuUs He-
(bpobiaacToMbr). OHKOIOTUYECKYHO HACTOPOXKEHHOCTh
BbI3BIBAJIM OOJIM B JKUBOTE W TOSICHUYHOM 00JIacTy,
KOTOPBIC MPEABIBISUIACH MPU OOpamieHuu K Hedpo-
Jory, yposory. Ha mo3aneii ctaguy JUarHOCTHKH 3a-
OoJieBaHuUs MOXKET OBITH OOHAPYKEHO OITYXOJICBHIHOE
o0pa3oBaHKe B 001aCTH MOYKH WM B 3a0pIOIIMHHOM
npocTpancTBe. PocT omyxonu mpoucxogut Oeccum-
MITOMHO M €e 00HapyKMBAIOT ciay4aiiHo. B Hamem Ha-
OJIFOIEHUH TTOCIIC TPABMBI TIOYKH PEOCHOK 6 JIeT OBIT
TOCTIMTAIM3UPOBAH B YPOJIOTHUECKOE OTAEIEHHE C IO~
Jo3peHneM Ha pas3pbiB mouku. Ilocne oOcnenoBanus,
BKItouaBiiero Y3U, KOMIBIOTEPHYIO TOMOTrpaduto,
OblTa TUarHOCTUPOBAaHA IeMaToMa HIDKHErO IT0Jioca
novkH. MIHTpaonepaMoHHo Mocie OCTaHOBKH KPOBO-
TEUCHHUS U3 MOBPEKAECHHON MapeHXUMBbI IIOYKU ObLIO
OTMEYEHO, YTO MOYKH B MecTe AedeKTa HEOObIYHO-
ro 1ugera U miotHocTd. CpoYHO MpoBeAeHa OHOTICHS
MOYKH U JUarHOCTHpoBaHa HedpobiacToma, pa3phiB
nouku. Ilozxke pebeHok ObLT mepeBeieH B OHKOJIOTH-
YECKOE OTIEIICHHUE, T]Ie THarHo3 HeppoO1acToMbI ObLT
NOATBEPXKICH. | eMopparndeckuii UCTUT, paHee Ya-
CTO OCJIOKHSAIOIIMH JICYCHHE OHKOJOTUYECKHX U He-
¢ponornueckux OONBHBIX HUKIOPOCHaHOM, 32 H3Y-
YEeHHBI HAMH TPOMEKYTOK BPEMEHHU HE BBISBIISUIICH.
VY pebeHka ¢ eTMHCTBEHHOM IOYKOi Tociie HedpIkTo-
MUH BCJIECICTBUN HeppobiacToMbl Ha (poHE JIydeBoit
Tepamnuy Pa3BWICS OCTPBIA TyOyJIOMHTEPCTHULMANb-
HBII HeppUT U octpoe mospexaeHne nouku (OIIID),
OBICTPO MIpHBEANINE K PA3BUTUIO TEPMUHAIBHON TIO-
YEeYHOU HEJIOCTATOYHOCTH, B TIOCIIEIYIOMIEM PEOCHKY
NpoBejieHa TpaHCIDIaHTalus mouyky. [lapaneoruiactu-
YECKUIl CHHAPOM IPOSBISIICA H30JMPOBAaHHBIM MO-
4yeBbIM cuHApoMoM. Habmromanack Bocxonsimias MH-
(exunst MOUEBBIX MyTeH, 0COOEHHO TPH MMOCTAHOBKE
MoO4eBOro karerepa. OTMeYaaoch TPaH3UTOPHOE TO-
BBIIIICHNE MOYEBHHBI, KPEATHHIHA B TIPOIIECCE HHAYK-
LMK peMHuccuu orryxonu. OTCpOUYeHHbIE WK TI03AHUE
OCJIO)KHEHHUsI II0CNIE IPOTHBOOIYXOJEBOM Teparuu
B BHUJIC BO3HHKHOBEHHS BTOPUYHBIX OIyXOJEH y BBI-
JKUBLIMX JeTel He HaOJIOIaIIUCh.

BouiBoabl. Hedponornieckue pucku COIyTCTBY-
IOT KaK B MEPUOJ] TUATHOCTUKH, TaK IIPU POBEIACHUM
JIEYeHUS] OHKOJIOTMYECKUX OOJBHBIX. B CBsI3M ¢ 3TUM
MOBBIIIAETCSI OTBETCTBEHHOCTh MEAUATPOB U APYIUX
JETCKUX CHELUATMCTOB 38 CBOCBPEMEHHYIO JUarHo-
CTHKY OITyXOJIH, HE3aBUCHMO OT €€ JIOKaJM3aluH.
Coueranne crenupuyIecKoro JeUeHUs! C peaduInTa-
UOHHBIMU MEPOTIPHUSATHSIMHU CHIXKAET PUCK OCIIOXKHE-
HHUH XUMHOTEPAIIUH, B TOM YUCIIE CO CTOPOHBI IIOYEK.
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Iemonutuko-ypemuueckuii  curgpom  (I'YC),
ormucanubii C Gasser et al B 1955, xapakrepusyercs
TpUAA0N NMPU3HAKOB: MUKPOAHTHMOIIATUYECKON IreMOo-
JTUTHIECKON aHeMHEH, TPOMOOIIUTOTICHUEH W OCTPOF
MMOYEYHOH HEeIO0CTaTOYHOCThI0. B HacTosmee Bpems
I'YC otHocAT K Knaccy TPOMOOTHUECKUX MHKpPOAH-
ruonaruii (Loirat C. et al., 2016). [TocTnuapeiinbii
-tunuyHbi ['YC 00ycnoBneH Bo3/eHCTBHEM Ha 3H-
JIOTEINHA KanMUIIPOB IIMTa-U IIUTA0g00HBIM TOK-
CHHOM (BEpOITMTOTOKCHHOM), BBIZEIIeMbIM S. Dis-
entheriae u E. Coli (ocobenno mramma O157:P7)
cooTBeTcTBEHHO. ATunuuseiii I'YC cBsizaH ¢ Hapy-
LIEHUEM DPETYJIIUK albTePHATHBHOTO MYTH CUCTe-
MBI KOMIUIEMEHTA.

Hean. MccrenoBanue mommMopdu3Ma reHoB, ac-
COLIMMPOBAaHHBIX C HACJIEICTBEHHON TpomOodmmmen
y 14 pereil ¢ reMOJIMTUKO-yPEMUYECKUM CHUHAPO-
MOM

IlanuenTsl M MeTOAbI. B HcciaenoBanue BKITIO-
yeHo 14 mammmentoB ¢ ['YC B Bo3pacte oT 1 roma mno
4 JeT MPOXOIUBIINX JCUCHHE B HE(DPOIOTHICCKOM
ornenennn kimHuka CIIOGITIMY: 13 nereit ¢ Tu-
nuuneiM ['YC; ogun pebeHok ¢ arunuunbiM [YC.
B HUMU rematonoruu u tpanctysuonorun ®MBA
Poccuu npoBeznen ananus nonuMophuzMa reHoB, ac-
COIMUPOBAHHEIX ¢ TpomOodmmeit, metomom IILIP.
UccnenoBans! annenpHbIe BapHaHTHI TEHOB (hakTopa
V (G1691A, FV Leiden), ¢akropa Il (mporpomOun
G20210G—A), wmeruneHterparuapodoiIar peayk-
tazel (MTHFR C677T), dakropa 1 (pubpunores,
455G—A), uHrHbUTOpa aKTUBATOpa IUIA3MHUHOTEHA
(PAI-I — 675 4G/5G) u rmxonpotenna Illa (Gpllla,
T1565C).

146

Pesyabtatel. I'YC y 14 nereit posBIIsicS M-
KPOAHTHMONMATUYECKON TeMOJUTUYECKOH aHEeMUEH,
TPOMOOLIUTONICHUEH, OCTPBIM MOBPEKACHUEM TOYEK
(k1acca HEZOCTAaTOYHOCTH), IOBBILIEHHEM YPOBHS
JIIT" B ceiBopoTke kposu 1o 2000,0 Ex/n, cHmkeHu-
€M ypOBHS TanTOrIO0MHA B CBIBOPOTKE KpoBH < 0,08
r/n. Tunmmaseii I'YC y 13 mereit, BO3HUKIIHN mOCITe
OCTPOH KMIIEYHOH HMH(EKINH, MPOTEKAN TSDKENO C
OCTPBIM IMTOBPEXACHUEM MOUYEK U BOCCTAHOBJIEHHEM
(yHKIMU MOYEK, y OJHOTO C MCXOAOM B XpOHHYE-
cKyto 6one3ns mouek. Atunuaneiii ['YC y neBouku
4 JjIleT yCTaHOBJCH HAa OCHOBAHHHM OTCYTCTBHS 3(-
(dexTa OT NPOBOAMMON 3aMECTUTEIBHOM Tepamnuu
reMoanan3oM (21 ceaHC) W NEPCUCTUPYIOIIEH MU-
KPOaHTHONIaTUYECKOM TI'eMOJIMTUYECKON aHEMUEH,
TPOMOOLIMTONIEHUEH, OCTPBIM MOBPEXKIEHUEM TTOYEK,
coxpaHsomuMucs BeiIcOkuMU ypoBHs JIJII' B cbIBO-
potke kpoBH 10 1646,0 En/n, oOHapyKeHUS aHTUTEI
K ¢paxTopy H (856,8% npu Hopme < 350%). [leBouka
noiyvaet dKynu3ymad (Commpuc, Dnuzapusi) c ue-
JIbI0 UHTHOMPOBAHUSI KOMIIOHEHT-OIIOCPEACTBEHHOM
TPOMOOTHYECKOH MHUKPOAHTHONATHH, B pe3yJbTaTe
OTMEYEHO BOCCTAHOBIIEHUE (PYHKIINHU MTOYECK.

N3 13 nereit ¢ TunuunbiM ['YC B Bo3pacte ot 1
roga a0 3 jer ycraHosieHbl noimumoppusm G/A-
455 B rene ¢akropa I (y 4ersipex); monumMoppusm
4 G/5G B rene PAI unruburopa miasmuHoreHa (y
nsatH); nonmumoppusm B rere Gpllla, T1565C —
1565T (y aBomx). Y omHOTO peOEHKAa C THITMYHBIM
I'VC manbuuka 4 netr 9 Mec BBIABIECHBI MapKepbl
HACJIEJICTBEHHON TpoMOOoduiInu, 0O0yCIOBIEHHON
CKJIOHHOCTBIO K TUIEPKOATYJSIIMU (B TOM 4YHCIE
AIIC-pe3ucTeHTHOCTH), TUIIEproMOIIUCTenHEMUH. B
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OTHOULICHUH pUCKa TUC(PYHKIHMHU TUIA3MEHHOTO 3BEHA
reMocTasa BBIABICHBI MyTalluu B reHe dakropa V
(FV Leiden) B roMO3UTOTHOM COCTOSTHUH, TIOJIMMOP-
¢bu3m 675 4G/4G B TOMO3UTOTHOM COCTOSIHUH B TCHE
nHTHONTOpa TiasMuHOreHa PAI-1, momumopdusm
455 G/A B reTepo3UroTHOM COCTOSIHUM B reHe (ak-
topa | (hpubpunoren). ['eHeTHUECKHE (haKTOPBI pHUCKA
IcQYHKIIMK TPOMOOLIMTAPHOTO 3BE€HA HE BISIBIICHBI,
nmeetcs nomumopdusm 1565T—C (A1/A2) B rene
rmkonpotenHa Gpllla (HPA-1) B romosurotHom
cocrostann A1/A1. BoisiBneHsl reHeTHIecKne aKTo-
PBI pHCKa Pa3BUTHs aTEPOCKIIEPO3a, MoJMMophu3Ma
677C—T B reHe MeTWUJICHTETParuapodoiIaT peryk-
tazsl (MTHFR).

V nesouku 4 ner ¢ atunuyHbIM [ YC BBIABIICHBI
myTtanuu B reHe gakxtopa V (FV Leiden) B rereposu-

TOTHOM COCTOSIHUH, ToauMopdusm 675 4G — 5G B
reHe uHruouTopa miasmMunoresa PAI — 1, monmumop-
¢m3m 455G — A B rene dakropa I (bubpunores,
G-455A), nomumopdusm 1565T — C (A1/D2) B rene
riukonporenna lla (Gpllla, T1565C).

3akaouenue: B pesynapTaTe NpPOBEIEHHOIO
HcCclieIoBaHUS BBISBIICHBI Pa3lIMuMsl aJIeIbHOTO
noJuMoppu3Ma TeHOB, aCCOIIMHUPOBAHHBIX C JIHC-
dbyHKOuen remocrtasa, y 14 mereti ¢ I'VC. V 13
nereit ¢ tunuyHbiM ['YC, u y oaHOM mauueHTKU
¢ atunuyHeiM ['YC BBIABICHBI TOMTUMOP(HHU3M Te-
HOB, aCCOLIMUPOBAHHBIX C HACIEACTBEHHOH Tpo-
oodunneit. Myrauust FV Leiden oOHapyxeHa y
NBOUX NeTel, Mmanpunka ¢ THnudaeiM ['YC (roMo-
3UTOTHAs) B AeBOYKH ¢ aTunudHbIM ['YC (TeTepo-
3UTOTHAsA).
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BBenenue. [Ipodnema kucTo3HON O0IE3HH TOYKH
MIPHUBJICKAET BHUMaHKE YPOJIOTOB M He(PpOIIOTOB, IM0-
CKOJIBKY JICTH C 3TOH MaTOJIOTUEH MOMaatoT B chepy
WX TPAKTHYECKUX WHTEPECOB KaK Ha dTare JUarHo-
CTHKH, TaK U JICUCHUS.

Hean uccaegoBaHusi: MPOBECTH aHAIM3 THa-
THOCTHKH, JICUEHUS W IUCIAHCEPHOTO HaOIFOJCHUS
JETeH ¢ KHCTO3HLIMHU OOJE3HSIMHU IMOYEK HA OCHOBE
COOCTBEHHOI'O OIIBITA

Marepuaj U MeToAbl. 32 MOCIEIHIE TPU Iro/Ia C
2016 o 2018 B otnenenuu yponorun COKb nmenun
B./Jl.CepenaBuna oOcnenoBaHo H IMposedeHo 65 me-
Tel, U3 HUX 36 C BPOXKACHHBIMU COJMTAPHBIMU KHU-
ctaMi, 21 ¢ KUCTO3HBIMH JUCIIA3USIMU OJHOH U3 I10-
4eK, 3 ¢ MyJIbTUKUCTO30M MOUYKH, 3-C TTOTUKUCTO30M

MoYeK, 2 ¢ youaTol MOYKOi. BONBIIMHCTBO NeTeil ¢
KHCTO3HOU MATOJIOTHEH IMOYEK Cpaszy Ke IoIaain
0] Ha0JIIOJICHUE CIICIUATIMCTOR B PE3yJIbTATe aHTE-
HaTaJIbHOTO CKpUHUHTA. V30MpOBaHHbIC TOYCUHEIE
KHCTHI BBISIBISUTUCH TIPU CITy4aifHOM 0OCIJIeTOBaHUU.
[IpuMeHsATNCh CTaHAAPTHBIE METOMABI JIy4eBOM
muarHoctuku: Y3U, peHTreHoyposiorndeckoe 00-
CleOBaHUE, MYIbTUCIHUPANbHAS KOMIBIOTEpPHAS
ToMorpadusi © MAarHUTHO-PEe30HAHCHAs ToMOTpadusl.
OneHnBay pa3Mepsl KACT U UX JIOKATHU3AIHIO.
Pesyasbrtartsl. Ilpu pazmepax kuctel 10 1,0 cm,
eMHUYHOMN, PACTIONIOKEHHONH B KOPKOBOM CJIO€ WIIH
MOAKAICYJIbHO, TP OTCYTCTBUU M3MEHEHUHN B aHa-
JU3aX KPOBH, MO4YM, OOJiell B 0OJIACTH MOSICHHMIIBI,
MAIMeHTy HE TPeOOBAIOCH JOMOJHUTEIBHOTO 00-
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cnenoBanus. Beimonnsics kouTpons ¥Y3U nmoyek ye-
pe3 3 Mecsla ¥ MpU OTCYTCTBUM YBEJIMUYEHUS KUCT
Janee Kaknple moiroga. Hamm 3amedeHo, 9To mpu
YBEJIMYEHUH BO3pacTa MPUMEpPHO A0 3 -X JeT, Iu-
HaMUKa yBEIHUYEHUS pa3MepOB KHCT OOIbIle, YeM
B MOCJENYyIOUIMe BO3pacTHble nepuonabl. KoHTposb-
Hoe Y3U mpoBoaunock kaxasie 3 Mecaia. Hamuuue
KHCT, naxxe menee 1,0 cM B nmuamerpe, HO B 00eUX
[MOYKax, HapylIeHne KOPKOBO- MO3roBo# nuddepen-
IHanuA TPeOOBaIO yPOIOTHIECKOTO OOCIICIOBAHUS
U orpeneneHnus (QyHKIIMOHAIBHON CIIOCOOHOCTH TTO-
yek. Jlanee Takue qeTH MPOIOIIKAIN HAOIIOIAThCS C
BBITIOJIHEHUEM KOHTPONBHEIX ¥Y3U Ana onpenencHus
pa3MepoB KUCT, aHAJIM30B MOYH U KPOBHU (KOHTPOIb
MH(EKITHA MOYEBOH CHCTEMBI, (YHKIIUHA TI0YEK).
[TokazanmeM K omeparnuy MpH COJUTAPHBIX KUCTaxX
[TOYEK CITYKUITH pa3Mephbl KUCT, O0CTPYKIIUs, cOo3/a-
BaeMasl KMCTaMU OIpPEACSICHHOM Nokanu3anuu. Pasz-
MepHI KHCT, IpeBbIIIaoiye 6omnee 3- 4x cM, T. €. To-
JIOBUHY JJTMHBI ITOYKH, TTOJUICKATH XUPYPTrHICCKOMY
nedenuto. [Ipn monmkmcTo3e cymiecTByeT He0OXOH-
MOCTb JICYeHHS HECKOJBKUX KUCT. B Hammx HaOro-
JEHUSAX MPOONepUpOBaHbl 9 MAlMEHTOB, U3 HUX 5 C
COJIUTAPHBIMU KUCTaMH (TIPU TOCTYIMHOCTH KHCTHI —
MyHKIIMOHHOE JICUEHHE KHUCT), OJHA JarapOCKOIH-
yeckas (peHecTpanusi KUCThI IOYKH, 3 HEPPIKTOMHUH
[0 TIOBOJY MYJBTHKHCTO3a ModYkH. llokasanmem x
yAaJeHUIO OpraHa SBJSUINCH pa3Mephl MOYKH (00Ib-
1€ TOJKEHCTBYIOLIUX B JAHHOM BO3pacTe), HAIUYUe
MOBBIIICHHOTO apTEePUANBHOIO JaBJICHUS. Y JeTei

© D.0. Annpeesa, H.JI. CaBenkoa
VK 616.61-006.31-053.2-03

D.®@. Anopeesa, H./[. Casenrosa

JI0 TOo/la pa3Mepbl MYJIbTHUKHUCTO3HOM IMOYKH TPEBbI-
manu B 3-4 paza pasMephl 3J0pOBOW MOYKH, C APY-
roil CTOPOHBI, UMEJINCh CHUMITOMBI MEXaHHYECKO-
ro CHABJICHUs KUIIEYHWKA M HapyLICHHWE IbIXaHUs.
B ypmaneHHBIX MOYKAaxX OTCYTCTBOBaJa MapeHXHMMA,
uMelNcd pyIAUMEHTapHbII MOYETOYHUK, HE HMEIo-
i mpocBeTa. OcTaiabHbIE MalMeHTHl HaXOIWINCh
Ha KOHCEPBATUBHOM 3Tale HaOJIOJCHUS U JICUECHUS.
OnuH pebeHOK ¢ ayTOCOMHO-PEIeCCUBHON TTOJINKH-
cTo3Ho# Oone3nwio mouek (APIIIT) ymep B Bo3pacte
6 mecaues. Cnenuduueckoro neuenus APIIII He cy-
IIECTBYET, T€palleBTUYECKHUE MEPOIPHUATHUS HAIpPaB-
JIEHbl Ha KOPPEKLUIO OCIOKHEHUU. BpIKHBaeMOCTh
nereit ¢ APIIII, mepeXuBIIMX MEPBBIA TOJ >KU3HH,
BO3MOXHA. [IpMUuHBI cMepTH — HOYeYHas HexocTa-
TOYHOCTb, CEICHC, apTepuabHas TUIEPTEH3US U
cepJie4yHasl HeJOCTaTOYHOCTh, HOPTaJbHas TUIEPTEH-
3ust. IIpy ayTOCOMHO-JOMUHAHTHOMN MOJIUMKACTO3HOM
6omesnn mouek (AIIIT) Hanbosee cymecTBEHHEIMHU
SBIISIFOTCS MEPONPHUSTHS 110 TOPMOXKEHUIO Iporpec-
CUpOBaHUs XpoHU4eckol Oone3nn mouek (XbII).

BoiBoabl. Kucto3nas 0one3Hb Mmouek B pa3HBIX
BapHaHTaxX BBIABISETCS IyTeM aHTEHATaJIbHOIO
CKPUHMHTA WJIM CIy4YaiflHO NP AMCIaHCEpU3alUU U
npoeaernn Y 3U. OnepaTuBHOE Ie4eHNE BO3MOKHO
MpH OJAVMHOYHOM KHUCTE, MYJIbTUKHUCTO3HOM AMCILIA-
3ud Mouyku. lIpu monmMkucTo3e — MEITUKaMEHTO3HOE
JIeYeHHE HANPaBJICHO Ha MPOQHIAKTUKY MH(EKIUH
MOYEBBIX MyTeH, HEPPONMPOTEKIHIO IS CHUKEHHS
TEMIIOB ITporpeccupoBanus XbI1

OCOBEHHOCTM TEYEHWA KNCTO30B MOYEK TUMA MOTTEP | MU MOTTEP 11l Y AETEN

CMNOTTEP ®EHOTUTOM TMPW POXAOEHNW

Poccus, CaHkT-TMetepbypr, ®rEOY BO «CaHKT-MeTepOyprckuil rocyfapcTBeHHbIN NefnaTpuyecknin MeauLMHCKUIA yHBepcuTeT» MuH3gpasa Poccun

E.F Andreeva, N.D. Savenkova

COURSE FEATURES OF TYPES POTTER | AND POTTER Il OF THE KIDNEY KISTOSIS
IN CHILDREN WITH POTTER PHENOTYPE AT BIRTH

Russia, St.Petersbur, Saint-Petersburg State Pediatric Medical University

s utupoBanus: Auapeesa J.@., CaBenkoBa H.J[. OcoOeHHOCTH TeueHHs KHUCTO30B IMOYEK THIA TOTTEp | 1 moTTep
I y nereit ¢ mortep deHorunom npu poxaennu. Hedpomnorust 2019; 23 (mpunoxenue 1): 148

doi: 10.36485/1561-6274-2019-23-5-130-154

For citation: Andreeva E.F., Savenkova N.D. Course features of types potter i and potter iii of the kidney kistosis in
children with potter phenotype at birth. Nephrology (Saint-Petersburg) 2019; 23 (supplement 1): 148 (In Rus.)

doi: 10.36485/1561-6274-2019-23-5-130-154

Benenune. B 1946 romy maTonoroaHaTom
E.L.Potter onrcan xapakTepHbIi BHEITHUN BU MEPT-
BOPOXKJICHHBIX U YMEPIINX B HEOHATATEHOM MIEPHUO/IE
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HOBOPOKICHHBIX TMPU JBYCTOPOHHEH areHe3Wu Io-
4yeK, no3aHee Ha3BaHHbIA «IloTTep cunapom». IToT-
tep cunapom (Potter syndrome, Q60.6) — BpoxaeH-
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Has MaTOJIOTHS Pa3BUTHS IUIO/A, COBOKYITHOCTh Xa-
PaKTEepHBIX BHEIIHWUX NMPHU3HAKOB, KOTOPHIE (OPMHU-
PYIOTCS BCTIEACTBHE MAJIOBOJMS M BHYTPUYTPOOHOTO
cnaBieHus 1wioga matkoil. Ilpm3makamm POTTER
CHUH/IPOMA SBIISTIOTCS: THUTIOIIA3US JIETKUX, MallOBO-
aue, nedopMaluy Iuna, Apsdaas ckinagdaTas (Mop-
LIMHUCTAs1, «cTapyeckasp) Koxka, Aedopmanuu Ko-
HEYHOCTEH, MoYyedHasi HejpocTarodyHocTh. lllupokoe
KJIMHUYECKOE MPUMEHEHUE MOJy4yuia TepMuH Potter
sequence WIN «Iocea0BaTelbHOCT [loTTepy», KOTO-
PHBIN OTpaXkaeT KacKaJl MePBUYHBIX U BTOPUYHBIX CO-
OBITHH, CIIEAYIOIUX OJWH 32 APYTHUM U HCHOJb3YeT-
Csl ISl BCEX CIy4aeB XapaKTEPHOTO I MaJOBOJUS
¢denorumna. B 1964 rogy E.L.Potter u V.Osathanondh
OTYOIMKOBAIH KIIACCU(HUKAITUIO C BBIACICHHEM 4
TUCTOJIOTHYECKUX THIIOB MOYE€YHBIX KHCT 1o [loT-
tep. B 1996 rony K.Zerres Bkimtounn onucanubie 4
TUIA MOYEYHBIX KUCT B KIMHUYECKYIO Kiaccuu-
KallMl0 KUCTO3HBIX HapylleHui nodek: tun llorrep
I — ayTocOMHO-perecCHBHBIM MOJMKUCTO3 MOYEK
(APIIIT); tum [TotTep I — xuCcTO3HAS MUCTITA3HS TTO-
yek: [IA — ¢ yBenmdeHnuem modek (MyIbTHKICTO3HBIC
mouku), 1B — KkucTo3Has AMCIIIA3KS ¢ THITOILIa3uek
noyek; tun Iorrep Il — ayToCOMHO-JOMUHAHTHBIN
nonukucto3 nodex (AJIIII); tun Ilorrep IV — xu-
CTO3HOE MOpPaXEHHE MOYEK BCIEACTBHE MOYETOYHH-
KOBOW OOCTPYKITHH.

Leap uccenoBaHusi: OMHUCaTh OCOOCHHOCTH Te-
YEHMsI KUCTO30B IOYEK Y JIETEH, Yy KOTOPBIX BO BHY-
TPUYTPOOHOM TEPHOAE Pa3BUIIOCH PEHAIBHOE MaJlo-
BOJIKE.

Martepuajabl U MeToAbI: BKItoueHO 20 mereit ¢
KHCTO3aMH TIOYEK, ¥ KOTOPBIX MOCTE HCKIFOYCHUS
IPYTUX TPUYMH, TPEHATaIbHO IMOATBEPXKICHO pe-
HaJIbHOE (II0YEYHOE) MATOBOIHE.

Pesyabtatei: 13 20 HOBOpoxIeHHBIX, y 10
MIPEHAaTAIbHO PAa3BWJIOCh pEHAIbHOE MAaJloOBOJME
P ayTOCOMHO-PEIIECCHBHOM TIOJIMKHCTO3€ TOYEK
(APIII), y 7 mpm ayTOCOMHO-TOMHHAaHTHOM TIO-
mukuctose novyek (AJIII), y 1 npu xpomocomHOR
natonoruu (dell2p), y 2 npu Renal-Coloboma cun-
JIpoMe.

U3 10 HoBOopokneHHbIx ¢ APIIII (moueunsie ku-
ctel THNA [loTTep 1), y 6 peHanpHOE MaNOBOAWE BHI-
siBeHO N0 Y3UW 10 NOATBEpKICHUSA KUCTO3a MOYEK,
y 4 — OJHOBPEMEHHO TUAarHOCTHPOBAHBI MaJOBOANE
W KHUCTBI TIOYEK. Y BCeX JEeTed MaJOBOAME BBHISABIIE-
Ho 1ipu Y3U mocne 18 vegenu recranuu. [Ipu pox-
neHun BceM AetsMm noareepxkaeH APIIII. C paBHoit
yactoToil cpenu aereit ¢ APIIII BcTperwiuch no-
HOIIIEHHBIE M HEJOHOIIEHHBIC JeTH. J[OHOIIeHHBIE
HoBopoxaeHHbie ¢ APIIII ponunuces ¢ maccoit Tena
3018+47T u anunOM 47,34+2,6CM, HEJOHOIIICHHBIC C

maccor Tena 2076+45r u pnmHOM 46,4+1,3cm. U3
10 HOBOpOXIEHHBIX, 6 (60%) C OIEHKOH MO MIKae
Arrap (3-5/4-6 6annoB) UMeNY MPU3HAKH JbIXaTeIh-
Hoi HemoctarouHoctu ([IH) 2-3 cremenHu TshkecTH,
CHUHJPOM JbIXaTENbHBIX PACCTPOMCTB, CIIOHTAHHBII
MMHEBMOTOPAKC B HEOHATAIILHOM Tiepuoje. Y 6(60%)
n3 10 HOBOPOXIEHHBIX IO PEHTreHOrpaduu MoI-
TBepXKJeHa THrorazus erkux. M3 vux, y 1(17%)
TUTOIUTA3Ms JIETKUX 3aroj03peHa IMpeHaTalIbHO Ha
cpoke 30 vepenb. Y 3(30%) u3 10 HOBOPOKICHHBIX B
PaHHEM HEOHATAIILHOM Iepuoze nposoaunacs MBJL
Y 7 (70%) u3 10 noBopoxaennbx ¢ APIIIT orme-
yeHsl THIIMYHOE facies Potter, «crapdeckas» ckman-
yartas koxa, y 2 (20%) medopmanum KOHEYHOCTEH
(xoconamnocTb, COrHYThIe HOTH C MOJBOPOTOM CTOII
BHYTpB). Y 4 (40%) n3 10 HoBOopoxneHHbIX ¢ APTIII,
MEPEHECIINX PEHAJTbHOE MAJIOBOJUE, YCTAaHOBJIEHO
pazButue octporo nospexaenus nmodek (OI1IT) 3 cra-
miu (TsoKenas ), U3 HUX ¥ 3 ¢ UCXOJ0M B TEPMHHAIb-
Hy1o ypemuto. 13 10 HoBopoxknenubsix ¢ APIIIL, y 7
(70%) nmarnoctuposan IloTTep deHOTHI, U3 HUX Y
4 —1pu poxkaeHuy, y 3 — K KOHILy IEpBOro Mecsaua. Y
2 (29%) u3 7 HoBOpOKACHHBIX ¢ [ToTTep heHoTHIIOM
npu APIIII, B HEOHATATHFHOM TMEPHOJIE KOHCTATHPO-
BaH JIETaJbHBINA UCXO/I, TPUYMHON KOTOPOTO SIBUIIUCH
JH u OIIII.

U3 7 noopoxnennsix ¢ AJIIII (movyeunsie ku-
ctel tuna Ilorrep III), y 1 penansHOe ManoBoaue
nmoaATBepxkAeHO Mo Y3 0XHOBPEMEHHO C BEHISBIIC-
HHAEM KHCTO3a T0YeK, y 6 — Mmo3mHee oOHApy KCHHS
KHCT B TIOYKax. Y BCeX JieTell MajoBO/ANE BBISIBICHO
npu Y3U nocne 30 nenenu recrauuu. [Ipu poxnae-
Huu [loTTep QeHoTun moaTBEp>kIAeH y 1 HOBOpOXK-
JIEHHOTO C «OYeHb paHHUM BbIsBIeHUEM» A/IIIL
IIpenaransao Ha cpoke 30 Henenpb BrepBrie Mo Y3U
BBISIBIICHBI MaJIOBOINE, He(ppoMeTalms, KHCTBI 00enx
MOYeK, THIOIIA3US JIETKUX, PACIIMpPeHHe OOKOBBIX
JKETyIOUYKOB rojoBHOro mo3ra. Ha cpoke 34 nenenu
B CBSI3M C HapyUICHHEM (ETOIUIAleHTapHOTO KPOBO-
TOKAa M PUCKOM TMIIOKCHH IIIOJIa TPOBEJEHO Kecape-
BO ceuenue. Poguics ¢ maccoii 3500r, ninHO# Tena
46¢cMm. Cpazy moclie poKAeHUs OTMEYaluCh PECIu-
paTopHBIN nucTpecc cuHIpoM ¢ mpu3Hakamu JIH,
cybapaxHOUZaIbHOE KPOBOUBIHMSIHUE, ITOATBEPXK-
JIeHa THIIOIIa3us JIETKUX, Tunu4Hoe juno [lorrep,
nedopMalis KOHEYHOCTEH (KOCOJIAoCTh), MOPIIH-
HUCTas, ApsAdnas, «crapuyeckas» xoxa. [lo ypoBHio
CBIBOPOTOYHOTO KpEaTHWHHWHA B pPaHHEM HEOHATallb-
HOM mepuoze ycranosyeHo pazsutue OIIII 1 ctannn
(;erkas), nuype3 moiydeH K koHmy 1 cytok. B pe-
3yJbTaTe MPOBOJMMON KOHCEPBATHBHOW TEPAIMH Yy
HOBOPO’KAEHHOTO OTMEYEHO BOCCTAHOBIICHHE (DYHK-
U modek. B Bo3pacTte 2 MecAleB y TpyAHOTO pe-
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OcHKa 3aperucTpUpoBaHa He(pOTEeHHAS apTepHalib-
Hasl TUIEPTEH3US C MOPAKEHNEM OPTaHOB MHUIIICHUN
-TUNEPTPO(HUU MUOKAP/A JIEBOTO JKEITyA0UKA.
3axmovenue. [Ipu APIIII (kucTel movek Tuma
[Totrep I) penansHOE MaoBoMe BEIsIBIIsSIETCSA O Y 3U
panbiue, yem npu A /I (kucte! mouek tuma IlorTep
III). [pu APIIII IToTTep penoTun moaTBepxk aeH y 7
(70%) n3 10 HoBOpoxaeHHBIX, mpu AJIIIIT y 1(14%)
13 7 HOBOPOXKACHHBIX, KOTOPBIE MPEHATAIBHO HUMeE-
mu penansHoe ManoBojue. [Ipu APIIII u3 10 HOBO-
poxneHHbIX Y 4 (40%) yctanoBieHo pazsutue OIIIT.

© A.A. CrenanoBa
VK 616.72-002.77-053.6 : 616.61-03

A.A. Cmenanosa

IIposiBnenns Ilorrep denoruna npu APIII u3 7 y
2 (29%) neteli B IpUBENN K JIETATLHOMY HUCXOAy. Y
OJTHOTO HOBOpOXkAeHHOro ¢ [loTTep heHOTHIIOM IIpH
AJIIIT u passutrem OIIIl B paHHEM HEOHATAaIBLHOM
nepuojie, OTMEUCHO BOCCTAHOBJICHUE (DYHKIMHU IIO-
YeK B pe3ysbTare Tepamnum.

BriBoa: PenansHoe MamoBoame BO BHYTPUYTPOO-
HoMm miepuoye ipu AJIIIIT u APIIII mpuBoaut k dop-
mupoBanuio Ilorrep ¢eHoTrna y HOBOPOKACHHBIX
JeTei, o0ycinaBauBaeT HEOIaronpusTHOE TeUECHHE U
UCXOJ.

OCOBEHHOCTU KITMHWUYECKIX MPOABAEHW MOPAXEHWSA MOYEK 1
OYHKUMOHAJTIBHOIO COCTOAHNA MOYEK MPW OBEHNJTBHOM PEBMATOVMAHOM

APTPUTE Y ETEN

Poccus, CaHkT-MNeTtepbypr, DrEOY BO CaHkT-leTepbyprckmin FocyfapcTBeHHbIV NeanaTprUHecknii MeAULMHCKUIA yHBepcuTeT MmH3apaBa Poccum

A.A. Stepanova

FEATURES OF MANIFESTATIONS OF KIDNEY DISEASE AND FUNCTIONAL CONDITION
OF KIDNEYS IN JUVENILE RHEUMATOID ARTHRITIS IN CHILDREN

Russia, St.Petersburg Saint Petersburg State Pediatric Medical University

s mutupoBanns: CrenanoBa A.A. OCOOCHHOCTH KIMHUYECKHUX MPOSBICHUH MMOPAaXEHUS TTOUeK ¥ (PYHKIIMOHAIEHOTO
COCTOSIHUS TTOYEK TPH IOBEHUIIFHOM PEBMaTOMIHOM apTpute y neteid. Hedpomorus 2019; 23 (mpunoxkenwne 1): 150

doi: 10.36485/1561-6274-2019-23-5-130-154

For citation: Stepanova A.A. Features of manifestations of kidney disease and functional condition. Nephrology (Saint-
Petersburg) 2019; 23 (supplement 1): 150 (In Rus.) doi: 10.36485/1561-6274-2019-23-5-130-154

BBenenue. CoueraHue MOpaxKeHUs CYCTaBHOTO
anmnapara 1 3KCTpaapTUKYJISPHBIX TPOSIBIICHUH JOCTH-
raet 90% ciay4aeB B TE€UEHHUHU IOBEHWJIBHOTO peBMa-
tonaHoro aprputa (FOPA). OgarM U3 BHECYCTaBHBIX
nposiBiieHnit KOPA siBrisieTcs mopakeHue TOYEK B BUIE
MeMOpaHO3HOTO, MeMOpaHo-TpordepaTuBHOTO,
ME3aHTHO-NPOJH(EPaTUBHOIO  IIOMEpyIoHe(ppHUTa,
BTOPUYHOTO aMUJION]I03a C IPOTEHHYpHUel u Hedpo-
TUYECKUM CHHIpOMOM. Bropnunsiit AA-amunonnos
paHee BBLIETSUIA KakK TSDKENBIA BapuUaHT MOPAXKESHUS
rouek mipu KOPA y mereid, mpuBOASIINN K pa3BUTHIO
xpoHnueckoit 6one3nu mouek (XbII) (O.B. Ynpiouna
u ap., 1983, G. Deschenes, 1990).

Ilesb. BBIBUTE NIPOTEUHYPHUIO KAK MPOSIBICHUE
MOpaKeHUS TIOYEK M OIEHHUTH (PyHKIIMOHAIBHOE CO-
cTosTHHE TToUeK y aerei ¢ OPA.

Marepuainsl 1 meronbl. Y 77 naruenTtoB ¢ FOPA B
Bo3pacte ot 1 roma 6 Mecsues 40 17 JeT OLeHEHb! Cy-
TOYHAas NPOTEUHYPUSl, ypOBEHDb AJIbOYMHHA, MOYEBHHBI
CBIBOPOTKH KPOBH, CKOPOCTh KITyOOUKOBOH (HIIBTpa-
uun (CK®) o kmupeHcy SHIOTEHHOTO KpeaTHHUHA.
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Pe3yabTarhl. J[aBHOCTH OT Hauana 3a00JIeBaHUS
IOPA y 77 nmanueHToB cocTaBujia OT 3 MeECSIEB 10
16 ner (5,1£0,5 net). Tepanmus FOPA mpoBomgmmack
B COOTBETCTBUHU C MEXAYHAPOAHBIMU CTaHAAPTaMU
U BKJIIOYaia B ce0s HECTEpPOMIHBIE NPOTHBOBOCIIA-
JUTENbHBIE Tpenaparsl, TIIOKOKOPUTKOCTEPOUIHbIE
npenaparbl (BKJIIOYasl MyJbC-TEPaNUI0 METHINPE.-
HHU30JIOHOM), aHTUMETA0OIUT — METOTPEKCaT, UHTHU-
OuTOp KambIIMHEHpPUHA — IIUKIOCIIOPHH, HHTHOUTOP
CHHTE3a MUPHUMHUAUHOB — JEe(IyHOMHUI, I'€HHOUH-
JKCHEpHbIe OMOJNIOrMYecKHe Mmpenaparbl (abaralernr,
3TaHepUeNnT, Touwindymad, uHpnukcumad). B ne-
otore IOPA y 77 OONBHBIX U3MEHEHHS B aHAJIM3aX
MOYH HE 3aperucTpupoBaHbl. Ha MOMEHT KaTamHe3a
y 37 u3 77 pereii (48,1%) BeIABIEHA H30IMPOBAHHAS
nporeunypus. U3 37 nanueHToB ¢ NpOTEUHYpUEN y
36 (97,3%) cyTrouHas NPOTEHHYpPHUS HE JOCTUraia
creneHn HedpoTudeckoro cuuapoma (ot 0,1 go 0,4
r/m2/cyt). BeiseneHo y gereti ¢ FOPA moBblieHue
KOHIICHTpAllMK OeJiKa MpeeCTBeHHIKA aMHIJIONa
SAA B xpoBu B 94,8%, ¢ onrHAKOBO# 4acTOTOW MPHU
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CHCTEMHOH M CyCTaBHOM (opMe, IpH JIIUTETHLHOCTH
FOPA 1o 5 ner u 6onee 5 ner. [Ipu orieHKe TPOTEUHO-
rpamMMbl y 77 IAallMEHTOB YCTAHOBJIEHO, YTO YPOBEHb
anpO0ymMuHa B KpoBH OoNMbHEIX ¢ FOPA, mmeromux
MPOTeNHYpHI0, AocTtoBepHo HIke (31,9+0,71 r/m),
4yeM y nauueHtoB 0e3 nporeunypuu (33,5+0,56 r/m).
KonnenTpauusa kpearuHuHa B KpoBH y 76 u3 77 na-
uueHToB ¢ FOPA coctasmsuia B cpempnem 0,055+0,013
MMOJTB/J1, ModeBHHBI — 4,7+0,17 mmons/1. CKO y 76
u3 77 (98,7%) natmentos ¢ FOPA, paccantanHas mo
tdhopmyne Schwartz, cocraBuna 121,2+3,55 mu/mMuH.
W3 77 6onpubIx y 1 manmentku (1,3%) 17 ner ¢ cu-
cremHoli popmoii FOPA ¢ pnurensHOCTBIO 3a001€Ba-
HUs 14 JeT U MOATBEPKASHHBIM MOP(OIOTHUSCKU
(Omorichst CIM3UCTOM TIPSMOW KHIIIKW) PEBMAaTOWI-
HBIM BTOPUYHBIM A A-aMHIJIONI030M BEISBICHBI TIPO-
teunypus 33 r/cyt, Tsokénpiii HC (runoansOymune-
must 19 1/im), ucxon B XBI1 C4 (camxenne CK®D no
29,8 MII/MUH, TIOBBILIICHE KOHIIEHTPALIMN KpeaTHHHU-

© B.B. ynun, H.JI. CaBenkoBa, A.A.BsiikoBa
VK 616.61-053.2 (092) Urnarosa

B.B. /lnun!, HJI. Casenkoea’, A.A.Bsanxosa’

Ha B kpoBHu 110 0,247 MMOJIB/1T), KOHIIEHTpaus SAA
B KPOBH MAIMEHTKU cocTapisuia 828 mr/i (HopMa 10
10-15 mr/m).

3akirouenne. Y nereil ¢ FOPA ycTaHOBIEHBI co-
xpaHHas QyHKUuS nouek B 98,7%, nporeuHypus, He
JOCTHUTAIOMIAsl CTENEHN HEe()POTHYECKOTO CHHApPOMA
B 48,1%, peBMaTOMAHBII BTOPUYHBIA A A-aMHIION103
¢ HedpoTHuecknM cuHApPOMOM | rcxonaoM B XBII B
1,3%. PesynpraTsl nccienoBaHUS IEMOHCTPUPYIOT
SBOJIIOLIMIO MOPAXKEHUS MIOYEK B CTOPOHY CHUKCHUS
YacTOTHI Pa3BUTHs aMHUJIOMIHOW HeppomaTuu ¢ He-
(GpoTHUeCKUM CHHIPOMOM B pe3yJbTare MpHMEHe-
HUS COBPEMEHHOW Tepanud TEeHHOWHXCHEPHBIMHU
OmonornuecknuMu mpenaparamu y gereid ¢ HOPA.
Jns onTuMU3alMi paHHEeW TMarHOCTUKHA BTOPUYHO-
ro AA-amunonnosa nouek y gereit ¢ FOPA nmokaszano
MPOBE/ICHUE MOHUTOPUHTA CYyTOUHOM IPOTEUHYPUU U
OlLIEHKa KOHIEHTPALUU CBIBOPOTOYHOTO Oelika mpen-
JITIECTBEHHUKA aMuiionsia SAA B KPOBH.

NAMATY 3ACNTYXXEHHOTO AEATENA HAYKW POCCUCKOW DEQEPALIAN,
MPODECCOPA MAIN CEPTEEBHbI UITHATOBOW

'Poccnsi, MOO «TBop4yeckoe obbefuHeHve AeTCkux Hedponoros»; 2MOO «Accoumaums neamaTpos-Hecbponoros UM, npod.A.B.ManasHa»; 3MHOO

«Accoumauma Hechpoyponoros»

V.V. Dlin’, N.D. Savenkova®, A.A. Vyalkova®

IN MEMORY OF THE HONOURED SCIENTIST OF RUSSIAN FEDERATION PROFESSOR

MAYA IGNATOVA

'Russia, Creative Association of Children's Nephrologists; ?Association of Pediatrics Nephrologists name prof. A.V. Papayan; 3Association of Pediatrics

Nephrologists and Urologists

Hnst nutuposanus: Invn B.B., CaBenkoBa H. /1., BsnkoBa A.A. TlamsiTu 3aciTy>k€HHOTO JesITeNsl HAyKu POCCUNUCKOM
(benepanuu, npodeccopa Maitu CepreeBusl Mraarosoit. Hedpomorus 2019; 23 (mpunoxenue 1): 151

doi: 10.36485/1561-6274-2019-23-5-130-154
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Poccuiickas Hayka u neguatpuueckas Hedpoo-
TS, YYEHUKH U MTOCIIEA0BATENN MOHECIN HEBOCTIOIN-
HUMYIO yTpaTy: yIIUIa U3 JKU3HU BEJIMKUN YUEHBIH ¢
MHUPOBBEIM UMEHEM, KOopudeil meauaTpuyeckoil He-
(hposorun, 3acITyKEHHBIN eI TN HAyKu Poccuiickoit
Oenepanuu, npe3uneHT MOO «TBopueckoe 00beu-
HeHue JeTckux Hedpomoros» (1997-2012 rr.), pyko-
BOAUTENH oTAena Hedposoruun Mockockoro HUN
neauaTpuu M aerckoit xupypruu (1970-2006 rr.),
JIOK MeJl Hayk, pogeccop Maiis Cepreesna Uruaro-
Ba (13.012.1929-18.08.2019).

Maiis Cepreesna MruatoBa okoHumwia JIbBOB-
cKkuil MeguuuHCKUi MHCTUTYT B 1953. C 1953 no
1956 rr. obyyanace B KIMHHUYECKOW OpJIUHATYPE,
3aTeM B acnupanrype no neauarpuu B LIUY B r Mo-
ckBa. B 1959 r. BeImonHWIA W 3aUTHIIA JUCCEP-
Talli0 Ha COWCKAaHUE YYEHOW CTENEeHW KaHAWaaTa
MEJUIIMHCKUX HAyK Ha TeMy « AKTUBHOCTb HECIICII-
U(PUIECKOH aHTUTHATypOHMIA3bl MIPH PEBMATH3ME
y geteit». B 1968 r. M.C. UrnaroBa BBHIIIOJHUIIA U
3aIIUTHIIA TUCCEPTAIHNIO Ha COMCKAaHNE YUEHO cTe-
TIeHU JTIOKTOpa MEAWIIMHCKUX HayK Ha Temy «llaTo-
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T€HETHYECKHE OCHOBBI TEPANNy TIIoMepyIoHepprTa
y AeTei».

C 1970 r. M.C. UrnatoBa paborana pyKOBOIH-
TeJIeM OTheNia HePPOJIOTHH M KIMHUKK HE(PPOIOTHH
Mockosckoro HU nenuatpuu U 1€TCKON XUPYPIHUH.
IIpodeccop Maiis CepreeBna MruatoBa meguarp-
He(dpoJIoT, BEpHYBIIAs 3/I0POBhE W PAZOCTh JKU3HU
ThICSTYaM OOJIBHBIX JIeTEH.

Maiis CepreeBna UrnatoBa -aBrop Oonee 600
Hay4yHbIX pabor. Ha Ttpynmax mnpodeccopa Maiin
CepreeBubl MIrHaTOBOW BOCHHUTHIBAIOCH HECKOJBKO
[TOKOJIEHUH TIeANaTPOB-HEPPOIOTOB CTpaHbl. MoHO-
rpaduu Begaromerocs: Poccuiickoro yuenoro Maiin
CepreeBHbl MrHatoBoil SIBISIOTCST HACTOJIBHBIMU
KHUTaMU TIEUaTPOB CTPAHBIL.

ITox pykoBoacTtBoM M.C. IrHaTOBO# BHEITIOTHEHBI
u 3amuiieHs! 20 quccepTaryii Ha COMCKaHUue YUeHOM
CTENICHU KaHIWuIaTa MEIUITMHCKUX HayK, 10 muccep-
TalWi Ha COUCKaHUE YUYECHOH CTENEHU JOKTOpa MEIU-
LIWHCKUX HayK.

C 1997 o 2012 roas! Maiig Cepreesna Uraarosa
obuta mpesugeatoM MOO «TBopueckoe oObeanHeE-
HHE JETCKUX HEPPOIOTOBY.

B 1967 rony 43 memuatpamu y4dpexaeHo EBpo-
refickoe oO0IIecTBo reauarpoB-Hedpoioros/ the
European Society for Pediatric Nephrology, Tpoe
ero wienoB npexacrasisuim CCCP (FO.E. BenbTuies,
M.C. Urnarosa, u M.I1.MargeeB).

Maiis Cepreesna raaroBa Oblyia akKTUBHBIM 4Jie-
HoMm the European Society for Pediatric Nephrology
(EBpomeiickoro o0riecTBa mneauaTpoB-HE(GPOIOTOB)
u the International Pediatric Nephrology Association
(Pediatric  Nephrology.acconuaiius  neauaTrpoB-
He(dPOIIOTOB).

Bricokwmii npodheccrnonanmu3M Bpada, OJIHCTATETh-
HOTO y4eHOTr0, (hyHIaMeHTalbHbIC TPY/bI, CO3TaHHAS
neAnaTpudeckas HeypoIorHuecKas IIKoJia CHUCKAIN
npoeccopy Maiie CepreeHe UraatoBoii O0IbIION
aBTOPUTET U BceoOllee MpU3HaHNEe HAYYHOTO CO00-
IIEeCTBa.

B 2015 roxy npodeccop M.C. UrnaroBa ymocroe-
Ha ISN 3Banus [IMOHEP HE®POJIOI' MW/ PIONER
AWARD RUSSIA AND GIS REGION 3a Bknaz B paz-
BUTHE NIeUATpUIecKoi Hepomoruu B Poccuu 1 HOBBIX
rocyaapcTBax, panee Bxosumx B Coserckuii Coro3.
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Nms 3acinykenHoro nestens Hayku P®, nmpodec-
copa Maiin CepreeBHbl IrHATOBOW 30JI0THIMH OYK-
BaMH BITUCAHO B HCTOPHIO OTEYECTBEHHON HAYKHU.

[Ipodeccop Maiist Cepreesna Mruarosa Bomuia B
UCTOPUIO KaK CO3/IaTeJib BEAYIICH B CTpaHe HAyYHOU
HIKOJIBI TIO JieTckoi Hedponoruu. [Ipodeccop Maiist
CepreeBHa MruaroBa BHeca OrpOMHBIN BKJIaJ B Op-
TaHU3aLMI0 U Pa3BUTHE OTEUECTBEHHOM ETCKOM He-
(dpororuu CTpaHsbI.

U3BectHbie paboThl ipodeccopa Maiin Ceprees-
Hbl ITHATOBOIA:

* M.C. Urnarosa, 1O.E. BensTumes. Bpoxnen-
HbIC W HACJICICTBEHHBIC Hedpomatuu y aeteit. JI:
Memununa. 1978:255.

e M.C. MHWrnaroma, IO.E. Bemprumesr J[let-
ckas Hedpomorus. PykoBoacTBO s Bpadeid.
JI.Menunmnaa:1989;456.

* M.C. UrnaroBa. ComaTuieckue OOJE3HU y Jie-
Tel. PykoBonctBo ans Bpaueit. ITox pen. M.C. Urna-
ToBoi. MockBa-OpenOypr 2002;672.

* M.C. UrnaroBa, H.A. KopoBuHa. JluarHocTtu-
kKa W JjedeHue Hedpomatuii y gereidr. M: [oartap-
Menmmna.2007;332.

* M.C. UrnaroBa, O.B. Illatoxuna. Jluarnoctu-
Ka W JIeYeHHEe He()POTUIECKOTO CHHAPOMA Y JCTEH.
M: MeauuuHckoe nHpopMaunoHHoe areHcTBo.2009;
300.

* M.C. Urnarosa. [lerckas nedposnorus. M: Me-
qunuHCKoe uH(popMannonHoe areHcTBo.2011;696.
HacnencrBennsle 60€3HH OpPraHOB MOYEBOH CH-
crembl y aetedl. PykoBoacTBo st Bpaueit. [loa pen.
M.C. Urnarosoii, B.B. [muna, I1.B. HoBukosa.
M: Osgepaeii. 2014;348.

Cgetniast mamMsTh O BEJIMKOM YYEHOM, 3aCITy>KEH-
HOM Jnesarene Hayku Pocculickoit @enepanuu, 3ame-
YaTelIbHOM M MPEKPACHOM 4YeJloBeke, Joporoi Maiie
CepreeBre HIrHaTOBO# HaBCeTAa OCTAHETCS B HAIITMX
cepauax...



ISSN 1561-6274. Hedponorus. 2019. MNMpunoxeHne Nel ISSN 1561-6274. Nephrology. 2019. Appendix 1

© H.A. CaBenxkosa, E.I1. ®enorosa, P.A. Hacsipos, O.I1.I'puropsesa, E.A.Ilankos, 1.B. AunukoBa
VK 616.13/.14-002-053.2+053.6 : 616.61

H.J[. Casenxosa, E.Il. ®edomosa, P.A. Hacvipos, O.11.1 pucopvesa, E.A.Ilanxos, U.B. Anuuxosa

OCOBEHHOCTM ANCA- ACCOLIMMPOBAHHBIX PEHAJTbHbIX BACKYITOB Y OETEV
N NOAPOCTKOB

@OrbOY BO «CaHKT- MeTepbyprckiin rocyaapCTBEHHbIN NEAUATPUYECKI MEANLMHCKUA YHUBEPCUTET» MUHMCTEPCTBa 34paBOOXPaHeHMs Poccuitckon
Ddepepaumn

N.D. Savenkova, E.P. Fedotova, R.A. Nasyrov, O.P. Grigoreva, E.A. Pankov ,1.V. Anichkova
FEATURES OF ANCA-ASSOCIATED RENAL VASCULITIDES IN CHILDREN AND ADOLESCENTS

Russia, St.Petersburg, Saint-Petersburg State Pediatric Medical University

Jst mutupoBanus: Casenkosa H./I., @emorosa E.I1., HaceipoB P.A., I'puroprsesa O.I1., ITaaxos E.A., ArnukoBa

N.B. OcobeHHOCTH anca—acCONUUPOBAHHBIX PEHAIBHBIX BACKYJIHTOB y IeTel 1 mogpocTkoB. Hedpomorus 2019; 23
(mpunoxenne 1): 153 doi: 10.36485/1561-6274-2019-23-5-130-154
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BBenenue: AKTyalbHOCTh NEAUATPUUECKON HPO-
Onembl 00yCJIOBJI€HAa BBICOKOW YacTOTOW pa3BUTHS
npu ANCA -accouMUpOBaHHBIX BacKyJIHTax ITIOMe-
pyfloHedpHUTa C OCTPHIM TOBPEXKAECHHEM IOYEK, C
yTparoil roMeocTaTHuecKuX (PyHKIMH NOYeK, OTCyT-
CTBHEM OOIIENPHUHATHIX MEeIUATPUIECKUX MPOTOKO-
JIOB JICYEHWsI ¥ IETEH U TTOJPOCTKOB.

Hean: oneHuth ocobeHHOCTH TeueHUs ANCA-
aCCOLMMPOBAaHHOTO PEHAIBLHOTO BACKYJIUTa, MpOTe-
KaloIIero ¢ oCTphIM noBpexaenueM nodex (OI1ID), y
14 neTeit u MOAPOCTKOB.

ITanuenTsl M MeTOABI: B ncciienoBaHue BKITIOUE-
HO 14 nereii u moppocTkoB (6 et 7 mec — 17 ner).
JlnarHo3 yCcTaHOBIIEH Ha pe3y/IbTaTax KIMHUYECKOTO,
MOP(OIOTUIECKOTO, UMMYHOJIOTHYECKOTO HCCIIe0-
BaHUi, nosbIeHus B kpoBu ANCA-IgG k muenorne-
pokcunaze (MPO), x mporennase -3 (PR3) wetitpo-
(bPMITBHBIX TPAHYIIOINTOB.

PesyabTarbi: B cOOTBETCTBUM ¢ HOMEHKIIATYPOU
U Ki1accudukanuei BackynutoB International Chapel
Hill Consensus Conference Nomenclature of Vas-
culitides (2012), ycraHoBieHbl U3 14 MalMeHTOB C
ANCA-acconmMupoBaHHBIM PEHAIBHBIM BaCKYIUTOM
y 10 MHUKpOCKONMYECKUN IOJIMAHTUUT; y 2 TpaHy-
JIeMaro3 ¢ TOJMaHTUUTOM Berenepa; y 2 303uHO-
¢wIbHBIA rpaHynemMaro3 ¢ monuanruutoM (Yapra-
Crpocc).

ANCA- kmacca IgG: PR3 (8,7-1,1 U/ml) y 5 u
MPO (1,19-15,0 U/ml) noBeImiens! y 14 gereii u mom-
poctkoB. Hamu otrmeuen Gonee Bbicokuid TuTp PR3
u MIIO y manuentoB ¢ ANCA — accouuupoBaHHBIM
pEHAJIbHBIM BacKyIMTOM, MMEIOIIUX COXpPaHHYIO
(GyHKIUIO MoYeK. Y NalnrueHTOB BhISIBICHBI BUPYCHBIC

Herpes Y2,4,5,6 TUoB, MUKOILIa3MO3HEIE, OAKTEPH-
aJbHBIC, MUKOoTHYeCcKHe nHpeknuu B 100%.

Dozuno@unvhulil 2panyiemamos ¢ NOIUAHSUUMOM
y 2 neteit (Sxet 6 mec u 16 net 7 Mec) nposBIsIICS
OpOHXHMAIBHON acTMO# (aTomMYecKoil), ajteprude-
CKUM PUHHTOM, 303uHOIINEH 6onee 9-10%, moBbI-
nrenueM oOmero u cneunguieckux IgE x ObITOBBIM,
MBUTBLIEBBIM aJulepreHam, noseimennem PR3 u MIIO,
rioMepyaoHeppuToM (1) U pelUANBUPYIOIIUM TOp-
MOHOYYBCTBUTEJIbHBIM HE(PPOTHUECKUM CHHIPOMOM
(1), ¢ coxpanHOil (pyHKIMEH MOYeK. YCTAaHOBIEH Y
NOAPOCTKA, 3a00jeBuero B 9 Jet, mo pe3yipraram
ouonrtartoB nouku romepyrnoneppur ¢ ®CI'C u Ty-
OyJTOMHTEPCTUIHATBHBIM BOCMAJIEHHEM M TEPUTY-
OyJSIPHBIM CKJIEPO30M, IPOTEKAIOIINN C TeMaTypH-
eif, mpoTenHypHeH, COXpaHHON (QYHKITHEH TodeK. Y
MaJIBYMKa C 1e0I0TOM BacKyyIuTa B 3 I. 6Mec YCTaHOB-
JIeH peuuAuBHUPYIOIIUN TOPMOHOYYBCTBUTEILHBIN
Heppornueckuit cuaapom (HC) ¢ coxpannoii QpyHK-
Luel NoYeK.

N3 12 manuenToB ¢ MUKPOCKONUYECKUM NOTUAH-
euumom (10) u epaunynemamosom ¢ noruanHeuumom
Bezcenepa (2) muarHOCTHpOBaHBI CHHYCHUT, TalMO-
pHUT Yy 7, IUICBPUT, THEBMOHUS Y §, TeMOpparuueckast
CBIIb, APTPAITHH y 5, apTepHalibHas TUIIEPTEH3US y
8. YcraHOBNEH rIoMepyI0oHEePUT C MPOTEHHYpHEH
nmu HC, rematypueii y 12, ¢ coxpanHo# ¢hyHKIHEH
nouek y 2, ¢ OIIIl y 10 nauueHToB, U3 HUX C BOC-
cranoBienneM ¢yHkuu (4), ¢ ucxomnom B XbII C1
(1), ucxomom B TEPMUHAIBHYIO YPEMUIO B 1e0IOTE
(4), neransupiM ucxonoMm (1). U3 8 nereit c ANCA-
[IOMEPYIOHEYPUTOM TIPU MOP(HOIIOTUIECKOM HC-
ClIeJOBaHUU OHONTATOB IOYKU YCTAHOBJICHBI Yy 7
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JeTe SKCTPaKaWUISPHBIA TIIOMEPYIOHEPPUT C
HEKPOTU3UPYIOIUM KamWUIIPUTOM, Yy 2 TpaHyie-
MaTO3HOE TMOBPEKACHUE, C KICTOYHBIMHA U (HUOPO3-
HbIMH TonyrnyHusSIMHU (20-82%) y 5, cermeHTapHBIN
CKIIepo3 y 3, TIo0aNhHBIA TIoMepyinockiepo3 (20—
77%) y 3 nanuentoB. MHTepcTULIMANBHAS KIIETOU-
Hasi MHOWIBTpauus y 8 U TyOyJIOWHTEpCTHUIIHAIb-
HbI Guodpo3 (10%-50%) y 3 mereil U MOAPOCTKOB.
ITpu UI'X- uccnenoBanmnu B KITyOOUIKax U KaHAIBIIaxX
BBISIBJICHA MEJIKOI'PaHYIMPOBAaHHAs U JIMHEHHAas! IKC-
npeccus k Ig G (++) y 8, pubpuny (++) y 7, x aHTH-
reram HSV, CMV, VEB nonyuena nonoxxurensHas
JKcrpeccus y 6.

B nedennu nprMeHsIach BHyTPUBEHHO MYJIbC- T€-
pamus METHIIPETHNU30I0OHOM/ comyMeapotoM Ne3—5
(B meOroTe W peruAnBax), 3aTeM MPETHU3O0JI0H Yepes
pot 2—1 mr/kr/cyT 8—12 Henenb U B CHIDKEHHOU 03¢
B aJBTEPHHUPYIOLUIEM pPEXHME MPOIOIKUTEIbHBIM
KypcoM B Teuenue 12—-24 mecsue y 14 geteit u momu-
POCTKOB.

ITymbe Tepanus nmuknodocdanoM (¢ ME3HOH) 10
cxeme Balov (1996) 1 pa3 B 4 menenmu Nel—6 ocy-
LIeCTBICHA y 5 MauueHToB. MHruOUTOpHI CHHTE3a
HYKJICOTHI0B Mai(opTuk mim MM® npuMeHsIuCh
y 8 MalueHToB, Aaxe ¢ yTpaToil QyHKINU MoYeK AjIs
JTOCTIKEHHS SKCTpapeHaNbHOIN peMrccuu (HOpMaH-
3arust MPO u PR3), azarronpud B Tedenue 2 JeT Ha-
3HayaJCs OMHOHM nauueHTke. Tepanust ”HrHOUTOpamMu
CHHTE3a HYKJIeoTHAoB (Maidoptuk nim MMO®) ne
MpUBOIMIA K PEaKTUBALMU WHPEKIUH M Pa3BUTHIO
nmmyHozaeduura y nereir u noapoctkoB ¢ ANCA —
ACCOLMUPOBAHHBIM PEHAIBHBIM BaCKYIUTOM.
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Kypc mmazmadepesa mnpoBemeH 2 TmalueHTaM.
BuyTtpuBenusie nHGY3UH UMMYHOTIOOYJIMHOB TIPO-
BeZieHbI 6 manmeHTaM. Kypcbl aHTHOaKTepHalbHOM,
MIPOTUBOBUPYCHOW M HIMMYHOCTUMYITHPYIOIIEH Tepa-
MUY TIOTy4Yaid BCE MAIlUCHTHL.

B pesynbrare Ha3HaueHUs OCTPOro reMoAHaIn3a
JIOCTUTHYTO BOCCTaHOBIICHHE (PYHKIIMU TIOYEK Y 4 jie-
ter n mompoctkoB ¢ OINIl. Xpormueckuit reMonna-
JU3 TIPOBOAMIICS 6 TTaEHTaM ¢ MUKPOCKOITHYECKAM
MOJINAHTUUTOM U TPaHYJAEMaTO30M C MOJUAHTHMUTOM
Berenepa. 3amectuTenbHas moyedHas TEparus METO-
JIOM TPAHCIUIAHTAIMM TOYKH OCYIIECTBJIEHA ABOUM
nmaryeHTkaM (TIo JOCTIDKEHUIo 18 J1eT) ¢ MHKPOCKO-
MUYECKUM TIOJHAHTHUTOM, TMONyYalolINX B TEUCHHE
HECKOJIbKUX JIET XPOHHUYECKUN TeMOTHAIINS.

3akawdyenne: J[eOOT MHUKPOCKOIMUYECKOTO IIO-
JUAHTHHUTA U TpaHyJaeMaro3a ¢ MoJuaHruuToMm Be-
reHepa y 12 mereil ¥ MoxpoCTKOB yallle MpoTeKall ¢
MyTbMOHO-PEHAJIFHOTO CHHAPOMA, TJIOMepyJIoHed-
pUTa C OCTPHIM TOBPEXKIECHHUEM IIOYEK W YTPaTon
¢GbyHKIMM, TpeOyIOIIeH 3aMEeCTHTENBHON MOYeYHON
Tepanuyu reMoUaTU30M.

D03WHO(PWILHBIA TPaHyIEMaTO3 C TOJUAHTHH-
TOM Yy 2 MaJIBYMKOB XapaKTEePH30BAJICS OpOHXHAIb-
HOM acTMOM, aJUIePTHYECKUM PUHHUTOM, D03WHO(U-
JMe, ToBBIIIeHneM oo0miero U crenupudeckux IgE
K OBITOBBIM, MBUIBIEBBIM aJUIEPI€HAM, pPa3BUTHEM
PEIMIUBUPYIONINX TIIOMEPYJIOHE(PpPUTA H TOPMO-
HOYYBCTBUTEIFHOTO HE(PPOTUUECKOTO CHHAPOMA, C
coxpaHHOW (yHKIuel nodek. Tepamnus mpeTHU30I0-
HOM W Mai(pOpPTHUKOM Jajia TOJIOKHUTEIBHBIN dDdekT
y manueHToB ¢ BackynutoM Yapra-Crpocc.



