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HATOJIOT A HOYEK ITPH OP®AHHBIX 3ABOJIEBAHUSIX YV TETEI

PecryOnuikaHCKul crienMaiu3upOBaHHbIN HAYYHO-TPAKTHUYSCKUN METUITUHCKUN IEHTP TICANATPHH
TamkeHTCKUM neguaTpuuecKuii MeTUIIMHCKUI HHCTUTYT
PecnyOiMKaHCKH# CIICIIUAIM3UPOBAHHBIN HAyYHO-IIPAKTHYCCKUI METUITUHCKUM LICHTP HE(PPOIOTHH U
TPAHCIUTAHTALIUY TTOYKU

B nanHoii cratbe paccmarpuBaeTcsa mpodiema
MaTOJIOTHU TOYEK, BO3HHKAMOIEH Tpu opdaHHBIX
3aboneBanusx y aeredd. Opdanuble 3aboneBaHUI —
3TO  pEOKWe TEHETHYECKHE WM  BPOXKICHHBIC
HapylIeHHs, KOTOpBIE 3aTParuBaloT HEOOIBIIYIO
rpymnmy narueHToB. CTaThs OCHOBBIBAETCS Ha 0030pe
JUTEPaTYyphl W HWCCICIOBAaHHSAX, TIPOBEICHHBIX B
00J1aCTH TIATOJIOTMHM TIOYEK y JeTe ¢ op(aHHBIMH
3aboneBaHusAMA. B Hell paccMaTpuBaloOTCs pa3TUIHBIC
TUOBl  OpQaHHBIX 3a00JeBaHUM, KOTOpHIE MOTYT
MPUBECTA K Pa3BUTHIO IMATOJIOTUU TOYCK, TaKUE KaK
cunapom [lompanzaepa, cuHAPOM AJNBIIOPTa, CHHAPOM
@dankonn u apyrue. CraTbs ONMUCHIBAET OCHOBHBIC
KIIMHUYECKUE TPOSBIICHUS TIATOJOTUW TIOYEK WU
opdaHHBIX 3a00JEBaHUAX Y JeTed, Takue Kak
MPOTEUHYPHS, TEMATYPHsl, TUIIEPTSH3HUSI U HapYIICHNE
¢$yHKUIMH ovYeK. B 3akmo4eHun cTaTbu MOAYepKUBACT
BaXHOCTb paHHEH IOUArHOCTHKH H CBOEBPEMEHHOTO
JICYCHHS  TATOJOTMH  TO4YeK TMpu  opdaHHBIX
3aboneBaHusx y pereil. [latonorus mouek, xAeTH,
op¢anHbie 3a001eBaHusl, IeIUaTPHs, He(poIoTHs.

PesynpraTel ucclieqOBaHUII OKAa3bIBAIOT, YTO
opbaHHble 3a00JCBaHUS Yy JeETei, CBA3aHHBIE C
MaTOJIOTUEH  TMOYeK, MPEICTABISIOT  CEPbE3HYIO
npobsiemy B neauatpuu. OpdaHuble 3a00jIeBaHMS,
Takke  W3BECTHBIE  KaKk  pelKue OoJe3Hu,
XapaKTepU3YIOTCSl HU3KOH PpaclpOCTPAaHEHHOCTBIO H
4acTO BBI3BIBAIOT 3HAYUTENBHBIC MPOOJIEMBI IS
MAlKEHTOB U UX CEMEH.

CornacHo UccIeJ0BaHUIO, IPOBEICHHOMY B
2018 rony u omyOnuKoBaHHOMY B JKypHaie “Pediatric
Nephrology”,  opdaHHble  3a00jeBaHHMS  IOYEK
cocraBmsitor mpumepHo  10-15% Bcex ciydaeB
XPOHUYECKOM MOYEUHON HEJOCTAaTOUHOCTH Y AeTei [ 7].

Hpyroe wuccnenoBaHue, OMyOJMKOBaHHOE B
xypHaie “Nephrology Dialysis Transplantation” B
2019 romy, yka3plBaeT Ha TO, 4TO oOpdaHHbIE
3abosneBaHusl mouek moutd B 50% ciydaeB MoOryT
00yClIaBIMBaTh Pa3BUTHE XPOHUYCCKOUW IMMOYCUHOU
HEIOCTaTOYHOCTH y JAETeH B Pa3BUBAIOIIMXCS CTPaHaX
[6].

B oOTHomIeHWM ~ KOHKPETHHIX  Op(aHHBIX
3a00J1eBaHUH TIOYEK, TAKUX KaK CHHAPOM AJBIIOpTa U

CUH/IPOM Baprrepa, TOYHEIC JTaHHBIC 0
pacipoCTpaHEHHOCTH  MOTYT  BapbHpOBAaThCcid B
3aBUCHMOCTH OT Teorpa(uuecKoro pacupeiciicHus u
nomysanuy ot 1 cnydas Ha 5 000 yenoBek mo 1 cmyyas
Ha 1 000 000 nHacemnenus [9, 11].

[IpoananmuupoBate HaAy4HYIO JHUTEpaTypy B
MEXIYHAPOJMHBIX  HAYYHBIX 0a3aXx JaHHBIX U
MMOMCKOBBIX cHcTeMaX 00 ophaHHBIX 3a00JICBAaHHUIAX Y
JIeTel, COMpPOBOXKAAIOIINXCA MATOJIOTHEHN TTOYEK.

[MpousBenen aHanmM3 HAYYHBIX MyONHMKAIMA -
TE3HMCOB, CTaTe M JUCCEPTAlMA B MEXAYHApPOIHBIX
Hay4yHBIX 0a3ax JaHHBIX M HAYYHBIX JJIEKTPOHHBIX
oubmuorexax elLibrary, CyberLeninka, Pubmed,
Cochrane Library, Web of Science, Embase Bxirouas
JIOCTYTIHBIE paOOTH B 0TEYECTBEHHOM JIUTEpaType.

[TaTonorus modek sBIsieTCS OOHOW M3 Hambolee
pacnpoCTpaHCHHBIX MPUYXH Op(aHHBIX 3200JIEBaHUH Y
netet. OHa MOXET BKJIIOYATh B C€0S pasIUyHBIC
COCTOSTHUSI, TaKH€ KaK, BPOXK/IEHHbIE aHOMAJIMH ITOYEK,
TCHETHYCCKUE HAPYIICHUS, CHHIPOMBI, CBSI3aHHBIC C
MOYEYHON HEJOCTATOYHOCThIO, M JPYTHE pEIKUe
3200JeBaHus, BIUIONTHE HA (QYHKITHIO TTOYECK.

IToueunags HeNOCTAaTOYHOCTH y JIeTe ¢
ophaHHBIMH 3200JICBAHUSMH SBJISCTCS CEPHhE3HON
mpo0yeMoi, TpeOyrolneld Cepbe3HOr0 BHHUMAHUSA U
CTIEINATU3NPOBAHHOTO JICYCHUS. Opdanneie
3a00JIeBaHUs, TAKKE U3BECTHBIC KaK pPelKUe OOJC3HH,
XapaKTepPU3yIOTCS HU3KOW PaclpOCTPAHCHHOCTBIO H

YacTO BBI3BIBAIOT 3HAYMUTENIbHBIE MPOOJIEMbI UL
MAI[MEHTOB U UX CEMEN.
OmnuM  u3  Hambonee  pacmpoCTpaHEHHBIX

op(haHHBIX 3a00JIEBaHUH, MPUBOAALIIUX K IMMOYCUHOH
HEJAOCTATOYHOCTH Y JeTeW, SBISETCS CHHIPOM
®DaHKOHU. DTO TEHETUYECKOE HapyIIeHHE, KOTOpOe
MPUBOAUT K jaedekTam B peabcopOIMM 3a CUeT
TUCOYHKIIMA TMPOKCHMAIBHBIX MOYEYHBIX KaHAJBIIEB,
BBI3BIBAIOIIEH MOTEPI0 C MOYOW pa3IMUYHBIX BEIIECTB,
BKJIFOUas TJIIOKO3Y, aMHUHOKHCIOTBI M 3JIEKTPOJIUTHI.
CornacHO WCCIEIOBaHMIO, TPOBEIEHHOMY XOy U
coastopamu B 2018 roay (Hou et al., 2018), cuaapom
®ankoHH BcTpewaercs npumepHo y 1 u3 100 000
HOBOpOXJIeHHBIX. [lannentsl ¢ cunapomom daHkoHU
4acTo WCTIBITHIBAIOT TIOJTNY PO (wacroe
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KpPOBH), YTO MOKET NPUBECTU K OCIa0ICHUIO KOCTEH 1
Pa3BUTHIO OCTEONOPO3a, METAOOIMIECKOMY amua03y
(coBur pH kpoBH B CTOPOHY KHCIIOTHOH CTOPOHBI), 32
CUeT HapyIIeHus peadcopOIun OukapOboHaTa B IOUKax
U TIOSIBJICHUSI PA3JIMYHBIX JIEPEKTOB B PA3BUTUH MTOYCK,
TaKMX Kak KUCTHl wiu nedopmarun. VccremoBaHus
MOKA3bIBAIOT, YTO MYTAIlUU B Pa3JIUYHBIX Te€HAX, TAKHX
kak FANCA, FANCB, FANCC u apyrux, MOryT ObITh
OTBETCTBEHHBIMH 32 Pa3BUTHE ATOTO CHHIPOMA.
OpauM w3 Hambonee M3YyYEHHBIX Op(AaHHBIX
3a00JeBaHUi, CBS3aHHBIX C TIATOJIOTHEH TIOYEK,
SIBISICTCS.  CHHAPOM  AJBIIOpPTa. DTO TEHETHYECKOE
3a00JIeBaHue, KOTOPOE MPUBOAUT K MPOTPEeCCUpyIoLIeh
MOYEYHOH HEAOCTaTOYHOCTH M TOPAXKECHUIO IPYTUX
OpraHoB, TaKWX KaK CIyXOBOW ammapar W TJasa.
CornacHo wmccienoBaHuio, poBeaeHHomy l[llaxom u
coaBtopamu B 2019 rony (Shah et al., 2019), cunnpom
Anbnopra cocrtaBisieT okono 2-3% Bcex ciydaeB
XPOHUYECKON TMOYEYHON HEIOCTATOYHOCTH y JETEH.
[Ipn maHHOM maronoruu y AeTed MopakeHHe MOoYeK

COMPOBOXKACTCS  NPOTEUHYpPUEH  (TOBBIMICHHOE
coaepkaHue Oellka B MOYE), UTO MOYKET OBITh TIEPBBIM
NPU3HAKOM  TOpPaXEHHWs  MOYeK,  remMarypuen

(TosIBNICHHE KPOBH B MOYE), YTO MOXKET MPOSIBISTHCS B
BHJE KPAacHOTO WJIM KOPHUYHEBOTO OTTEHKAa MOYH U
MOCTETICHHBIM ~CHW)KEHUEM (QYHKIUH TIOYEK, YTO
MOXET TPUBECTH K  XPOHUYECKOH  MOYECUHOM
HEIOCTaTOYHOCTU. VccienoBaHusi MOKa3bIBAIOT, 4YTO
MyTalldid B TEHaX, KOMUPYIOMMX KojulareH [V,
SIBJISIFOTCS. OCHOBHOM MPUYMHOM Pa3BUTUS CHHIPOMA
Anbnopta [9].

Hpyrum penxum 3a0oneBaHHEM, CBS3aHHBIM C
TaTOJIOTHEH TOYeK, SBISICTCS CHHAPOM baprrepa. 310
TEHETHYECKOE HApYIICHHE, KOTOpPOE MPUBOAMUT K
JNEKTPONUTOB  (THIIOKANMEMUS,  THUIOXJIOPEMHS,
HAPYIICHUIO PeadCcopOInu B MOYKaX HEKOTOPHIX

MeTa0OIMYSCKUI ajIKaio3 M THIICPPECHUHEMHUYSCKUI

THUTIEPATTHIOCTEPOHI3M) 3a CUET METICBOM
TyOyJIOTIATHH B BOCXOIAIIEM KOJICHE T 1 eHe

[4,6]. Y nmereit ¢ cuHApOoMOM baprrepa MoOryT
HaOIONAThCSI  CIICAYIONIAE CUMIITOMBI TTOPaKSHHUS
MoYeK: TMONMypusi (YacToe MOYCHCITyCKaHUE) U
oy InTICHs (Ipe3MepHas )Kak1a) u3-3a TIOTePH COJICH
Y BOJIbI Yepe3 MOYKH, TUIIOKaTHeMus (HU3KUI YpOBEHb
Kallusi B KPOBH), YTO MOXET MPUBECTH K MBIIICYHON
C1abOoCTH, HAPYIICHHUSIM CEPJICYHOTO PUTMA U JAPYTUM
npobjemMaM; pa3BHBAETCS TaKKe METaOOIMUYECKUN
ankano3 (casur pH KpoBHM B CTOPOHY IIENOYHOMN
CTOPOHBI), BBI3BAHHBIH MOTEPEH XJIOPHUIOB U JIPYTUX

I/ICCHGI[OBaHI/IH IMMOKa3bIBAIOT, UTO MyTalliu B

AIIEKTPOIUTOB depe3 mouku [11].
pasnuuHbix reHax, Takux kak SLC12A1, SLCI12A3 u
KCNJ1, mMoryr OBITH OTBETCTBEHHBIMH 32 pPa3BUTHE
aToro cuaapoma [1].

bone3np ®abpu (reHeTHUYECKOe 3a0O0JIeBaHUE,
TaKXKe HU3BECTHOE Kak (paOpuuHas OONE3HB) MOXKET
BBI3BIBATH PA3JIMUHBIC MPOOJIEMBI C TIOYKAMHU Y JIETEH.
bonesnp ®abpu  xapakTepu3yeTcs HEIOCTATKOM
¢depMenTa anb(a-ragakTo3nunazbl A, 4TO IPUBOIJUT K
HAKOIJICHUIO JKUPOBBIX BELIECTB B  Pa3IHYHBIX

opranax, Bkitodas mouku [10]. ¥V meteit ¢ 6051e3HBIO
®Dabpu MOKET HAOIIOAATHCS TIOCTEIICHHOE YXY/IITICHIE
(yHKUMU TOYeK. DTO MOXKET MPOSBISATHECS B BHUAC
MOBBINICHHOTO ~ COJIEpKaHUsl ~ Oelka B Mode
(mpoTenHypun), TOABJICHHH KPOBHU B  MOYE
(remarypum), a TaKkKe yXyIIIEHHMH (QYHKIUH TOYEK,
YTO MOJKET MPUBECTH K MOCTEIICHHOMY CHI)KEHHIO HX
paboThl. BaxkHO OTMETHTB, YTO CUMITOMBI H TSDKECTD
NOpPaKeHHUsI MOYEK MOTYT BapbHpPOBATHCS Y Pa3HBIX
neteii ¢ 6oneznpio @abpu [10]. HekoTopsle netr MoryT
UMeTh OoJiee JIeTKOoe TOPaKEHUE TTOYEK, B TO BpeMsI KaK
y IPYyTUX OHO MOKET OBITH 00JIee CEPhEe3HBIM [2].

JUis  muarHOCTHKM W JieYeHUs  OpQaHHBIX
3a00J€BaHNi, CBA3AaHHBIX C MATOJIOTHEH IIOYEK,
HEOO0XO0IMMO MYJTbTHIRCTATLTAHAPHBIHA

KOMIUICKCHBIN TOAX0A. JTO BKJIIOYaeT B  ceds
MEAMIMHCKYI0O W TEHETWYECKYH KOHCYJBTAIHIO,
nabopaTtopHble  UCCIEOBaHUS, 00pPa30BATEILHYIO
MOJIIEPKKY /ISl TAIIIEHTOB U UX CEMEH, a TaKXKe BBIOOp
ONTUMAJBHOTO  JICUEHUS B  3aBUCHUMOCTH  OT
KOHKpEeTHOTO 3aboneBanud. JleTu ¢ momo3peHneM Ha
ophaHHOe 3a00JIeBaHHE JODKHBI OBITh HANPaABJICHBI K
CTICIMATUCTaM TEHETUKaM, HedpojoraM W JApYyruM
COOTBETCTBYIOIIUM CHCIHAINCTAM JUIS TPOBEICHUS
JIETAIbHOTO OOCTIEOBaHMS U yCTAHOBIIEHUS TOYHOTO
JTMaTHO3a.

JledeHue moueyHON HETOCTATOYHOCTH Y JACTEH C
opbaHHBIMH  3a00JIEBaHUSIMH ~ MOXET  BKJIIOYATh
KOHCEpBATUBHBIE = METOJBI, TaKWe Kak JHeTa,
(hapmakoTepanus W TONICPKUBAIOIIAS TEpamus, a
Takke Ooyiee MHBa3MBHBIE METO/bI, TAaKHE KaK JAWAJIH3
W TpaHCIDIaHTamus Mmodku [3]. Pemenwe o BEIOOpE
ONTUMAJBHOTO JICYCHUS JIOJDKHO OBITh HPHHATO C
Y4ETOM WHIUBUAYATBHBIX OCOOCHHOCTEH MallMeHTa U
XapaKTEPUCTHK 3a00JICBAHMS.

OpnHako, MOCTYIMHOCTh 3(PQPEKTUBHOIO JICUCHHUS
MOYEYHON HEJOCTATOYHOCTH y JAeTed ¢ opdhaHHBIMHU
3a0o0yieBaHUAMHU ocTaeTcs mpobaemor. HemocTtatok
uHGOPMAIUH U OIbITA B 00JIACTH PEIKUX 3a00JICBaHUH,
a TakKe BBICOKHE 3aTpaThl Ha JICUYCHHWE, MOTYT
CO3/1aBaTh MPErpajbl Js TONyYeHHS HE0O0XOauMOn
nomory. [ToaToMy Ba)XKHO TIPOAOIKATEH UCCIIETOBAHUS
U pa3pabOTKy HOBBIX METOJOB JIMATHOCTHKH U
JICYCHUS, a TaKXKe TMOBBIIIATh OCBEIOMIICHHOCTh
MEANIMHCKUX CIENHAINCTOB M OOIIECTBEHHOCTH O
pelKuX 3a00JIeBaHUsIX TTOYEK Y JCTEH.

Taxum obpa3oMm, opdanHbIe 3a001€BaHHS JETEH,
CBS3aHHBIE C TIATOJNIOTHEH IIOYEK, IMPEACTaBISIOT
Cephe3HyIo MpobieMy B meauaTpuu. MccnenoBanus B
3TOW 0OJIACTH TO3BOJISIFOT JIyYIlIEe TOHSATh MPUYHHBI U
MEXaHU3MBI Pa3BUTHUS ITHX 3a00JICBaHUM, YTO B CBOIO
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ouepenb CrocoOcTByeT pa3pabOTKe HOBBIX METOJOB  IPOTHO3a M KAa4eCTBa JKM3HU JETeH, CTPalalonIiux OT
JMUarHOCTHKH u JiedeHus. OpHako, JanpHelue opdaHHbBIX 3200JeBaHNH, CBA3aHHBIX C MATOJIOTHEH
WCCICIOBAHNS W YIYYIICHWE JOCTYITHOCTU JICUCHHS  IOYECK.
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