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PEDEPAT

PaccmatpuBatoTcs akTyasibHble BOMPOChI neanaTpuyieckoin Hedponornm. O6CyaanTcs COBPEMEHHbIE B3MSAbI HA AOCTUXEHWNS

1 Npobnembl NeAMaTPUYECKO Hedponornu.

KnioueBble cnoBa: 1etn, 0coO6eHHOCTM NeamnaTpu4eckoit Heposormm, HacneacTBeHHble HedponaTun, An3ambpuroreHes, cTa-

peHne 1 oMosioXeHne 6one3Hen.

ABSTRACT

The questions of pediatric nephrology are discussed. The modern views on the achievements and challenges of

pediatric nephrology are reviewed.

Keywords: children, especially pediatric nephrology hereditary nephropathy, disembriogenesis, aging and rejuvenation of

the disease.

[legnatpuueckas HepOIOTHS MPOYHO BOILIA B
He(pOIOTHIO, KaK HayKYy, H3yJaIOIyI0 COCTOSTHUE O-
YeK y 3/I0pOBOTO B 00NbHOTO YenoBeka. OcoOeHHOC-
TBIO TTeNATPUUYECKON He(DPOJIOTHH SIBIISIETCS €€ CBSI3b
C euaTpueil u n3ydenue pU3NOIOTHH U TaTOJOTHA
MoyeKk y pedeHKa 1o Mepe ero pocTa W pa3BuThs. B
MOCTIE/THNAE TOJBl OTMEUAETCS «OMOJIOKEHHE» 3a00-
TIeBaHWMA, C KOTOPBIMH PUXOTUTCS UMETh JITI0 TTeIH-
aTpaM-HedposioraM. B gactHOCTH, pedb HIET O Yac-
TOTE Pa3BUTHS AMA0ETHUYECKOW HePpomaTuu B JIETC-
KOM BO3pacTe, 9ero He HaOII0AaI0Ch NITH BCTPEYaIoch
KpaiiHe peako B XX B. JIpyroit 0cOOEHHOCTBIO COBpe-
MEHHOW He(POJIOTHH SBISIETCS CBOEOOpa3HOE «CTa-
peHne» psina HepormmaTHii, KOTOpbIE B MPeKHEe Bpe-
Ms Ha0JTFOIalTuCh TOJIBKO TIieiuaTpaMu-Hedpoaoramu,
TaK KakK Takre OOJIbHBIE He JOXKUBAIU IO B3POCIOTO
coctosiHuA. [IpuMepoM Takoro poga SBIsIETCS BO3-
MO>KHOCTbH TIPEAOTBPATUTH HEMUHYEMBI JIeTaTbHBIN
MCXOJI TIPH €CTECTBEHHOM TE€YeHWH (UHCKOTO THTIA
BPOXKIEHHOTO HE(PPOTHUECKOTO CHHIPOMAa B PAaHHEM
JIETCKOM BO3pacTe, W IyTeM CBOEBPEMEHHOU TpaHC-
TUTAHTAIMY TIOYKH Ha 1—2-M TO/Ty )KW3HU peOeHKa 1aTh
eMy pa3BUBaThCS W HAOMIOAATHCS 10 Mepe pocTa He
TOJILKO TEeUaTPOM, HO TepaneBTOM-HEe(PPOIOTOM.
AHanornyHOe SBIIEHWE OTMEYAeTCs W TPH JAPYTHX
BPOXIEHHBIX HE(PPOJIOTHUECKUX COCTOSTHUSX, TIPH KO-
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TOPBIX COBPEMEHHBIE TepaneBTHIECKHEe BOZMOYKHOC-
TH TIO3BOJISIFOT IOCTUYh OONFHOMY PeOEHKY COCTOsI-
HUS, KOT/[a JieYallliM BPadoM CTAHOBHTCS TEpAreBT.

B mocnennee BpeMs Bce Oolnblliee BHUMaHNE 00-
palmaeTcs Ha XapakTep pa3BUTHsS peOeHKa B HEOHa-
TanbHbIH eproj. CriennanbHO MPOBeIeHHBIE HCCle-
moBaHus J. Soriano W coaBT. [1] mokazanu, 4TO TPH
MaJoM Bece peOeHKa y HeTo HEepPeaKo yiKe B TOAPOC-
TKOBOM TIE€PHO/Ie Pa3BUBAETCS TUTIEPTOHWYECKas 00-
ne3Hb. HabGmronenus B Hedporormueckoil KIMHUKE
MHUWUIT u IX BBISBWIM, 4TO TPOTPECCUPOBAHUE CTE-
POUI-PE3UCTEHTHOTO HEPPOTUUECKOTO CHHApPOMA
(CPHC) nponcxomuT TsoKeIee y ASTeH, poXKIACHHBIX
¢ Majoil maccoit tena [2].

Hedponorus nerckoro Bo3pacta UMeeT CBOM 0CO-
OCHHOCTH, KOTOPBIE TPEOYIOT HAOFONCHHMS 32 OOITBHBIM
WMeHHO Tienuarpa. Peus uzet He o eTanpHOM Hedpo-
JIOTHH, KOTOpas B HACTOAIIee BpeMsl BCe yBepeHHee
BBIZICTISICTCS M3 TIepaTprrdeckoi Hedypostoruu [ 3, 4]. Peus,
TIpEKIIe BCETO, UAET O TOM, UTO JITs peOeHKa CBOCTBEH-
HBI 3a005IeBaHUs, CBSI3aHHBIE C TN3OMOPHOTEHE30M, C
HacJIeICTBEHHOM Tepenayeli Oose3Hel Wil C COCTOSHH-
€M, KOTOpPO€ HEePEeAKO Ha3hIBAIOT «OT OpPTaHa K OpraHy».
HccnenoBanus, mpoBeIeHHbIE HAMU COBMECTHO C aKy-
nIepaMu-THHEKOJIaraMt, TIOKa3ald BBICOKYIO 4acTOTY
Pa3BUTHS TATOJNIOTUU OPTaHOB MOYEBOW CHUCTEMBI
(OMC) y pebenka, ecii HepoIormIecKue 3a00eBa-
HUS BBISBIICHEI Y ero MaTepu [5] (tabm 1).

l'oBopst 0 HaclenCTBEHHOW MAaTOJIOTHHU, KOTOpas
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XapakTtep natonorum OMCy netei,
POXAEeHHbIX)XXeHLWHaMu C 3aboneBaHNSIMM NoYeK

pom Anwrnoptay. Benen 3a cepb-
€3HbIM HU3Yy4YCHHUEM CHUHIApPOMaA
Am)nopTa MMOABUJINCH KINHUYECC-

Tabnuua 1

®dopmbl NoYeYHoW natonorum y peten * JunarHos 3abonesaHus matepu KHE ¥ TCHETUIECKUE UCCIICN0BA-
MH (n=22)| MuH (n=57)| HH (n=24) HHUA 00JIE3HN TOHKHX 0a3aIbHBIX
MeM6pan (bTBM), Hepenko BbI-
Bcero peten 27 63 29 <
Muenonedput (MuH) 11 30 HBJ’[SICMEIX y ACTeHu S NEPCUCTH
MomepynoHedput (MH) 8 pytoieit rematypueit [8]. Hamu
ﬂ,H ¢ OKK n TUIH meTabonnyeckoro reHesa 8 15 06Hapy)KeH0 [9], aB HOCHC,HyIO'
AHnomanuun OMC 6 35 29
HacnepcTtBeHHbI HehpuT 29 HMEM TIOATBEPKIECHO MHOTOUUC-
Oucnnasusa no4evHom TKaHu 1 5 JICHHBIMHM HCCJICIOBAHUSIMHU, YTO
CemeiiHas HegponaTus 4 BTEM MoskeT GbITh Mpeapacro-
HenporeHHas AncdyHKLMA MOYEBOro ny3bips 3 5

* Y peTten Hepeako BbISIBASIACb COYETAHHAA NaTONIOMrMS OPraHoOB MOYEBOW CUCTEMBI,
NMO3TOMY KONIM4EeCTBO B0oNe3Hen NPeBOCXOANT YNCIO POXAEHHbIX AETEN.

MOXET MPOSIBUTBCS y PEeOCHKa, CIEAYeT, OUeBUIHO,
JyMaTh O TaKHMX IpyInax 3a0ojaeBaHmi, Kak:

* He(hponaThH, MPOSBIIAIOLINECS TeMaTypHeii;

* [1aTOJIOTHUS MOYEK C HACIIeICTBEHHOW THITepTeH-
3uel WM TUIIOTOHHUEH;

* KMCTO3bI MTOYEK PA3TUYHOTO XapaKTepa, HO CBS-
3aHHBIE C TCHETUYECKUMU BIUSTHUSIMU;

* HeppoTHUECKUIT CHHAPOM, 3aBUCSIIUI OT MyTa-
LMY TEHOB, Yallle 3TO OTHOCUTCS K TeHaM, KOAUPYIo-
X O€JTKU MOJOIMTOB U OO TAPHBIX MEMOpPaH.

Oco0yto TpyIiy 3a001eBaHUi MPEUMYIIIECTBEHHO
JIETCKOTO BO3pacTa COCTaBJISAIOT TyOylonaTuu, KOTo-
pBI€ CBA3aHbI C MyTalluell pa3InYHbIX TEHOB, a T03TO-
My HUMEOIIUE Pa3HOOOpa3Hble KIMHUYECKUE MPOSIB-
JeHusl. DTOT acleKT MaToJIOTHH TpedyeT crennalb-
HOT'O OCBEIIEHUS.

XOTsI eIUHUYHBIC OITUCAHUS TOM WX MHOU HaCJIe -
CTBEHHOH NaTOJIOTHH TMOYEK MPOUCXOIMIN B pa3iny-
HbIE TOABI B MPOIECCe PAa3BUTHUS MEIUILIUHEI, OTHAKO
crieliMajJIbHOE U3yUyeHHe TeHeTUYECKU-1eTePMUHUPO-
BaHHBIX HEe(POMATHII HAYAIOCh IMEHHO B XX B. U Ka-
caochk, Mpexkie Bcero, 3a00JieBaHuM, MTEpBbIe TPOSIB-
JIEHUSI KOTOPBIX OTMevaroTcs y pebenka. Mccneno-
BaHUE CEMEN C MEPCUCTUPYIOLLEH reMaTypueil MOXKHO
CBSI3aTh C UMEHEM aHIIUICKOrO Bpaya A. AnbnopTa,
KOTOPBIH B 1927 T. B HECKOJIKUX TIOKOJICHUSX ITOJIPO0-
HO OMHcaj KIMHUYECKYIO0 KapTUHY HACJIeICTBEHHOTO
HedpuTa [6]. Yke A. Anbniopt oOpaTii BHUMaHUe Ha
Oonee TshKenoe pa3BUTHE OONE3HH Y MalbiMKOB U
yactoe pa3Butue XIIH euie B moapocTkOBOM BO3pa-
cte. OJTHaKO O TeHeTHYeCKON IeTePMUHUPOBAHHOCTH
3a00JIeBaHUsl CTANIO0 M3BECTHO IMOCIE KIOHMPOBAHUS
MYTaHTHOTO I'e€Ha, OTBETCTBEHHOT'O 3a pa3BUTHE ITON
MaTOJIOTHH, OCYILECTBIEHHOTO MPU CUHAPOME AJBIOp-
Ta TPYNION HcclenoBareael noja pyKoBOACTBOM
L.Menlove u coaBr. [7]. IMEHHO reHETUYECKUE HC-
ClIe/IOBaHMS TI03BOJIMIIN, KaK paBHOLIEHHBIE, HCTIOJIb30-
BaTh TEPMHUHBI: «HACJICJICTBCHHBIN HEPPUT» U «CUH]I-
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JarauyM (akTopoM K pa3BH-
THIO JIPYTUX TIIOMEPYIOTIaTHH.

Benyres uccnenosanus, Ha-
MpaBJIEHHbIE Ha M3yY€HHE POJU
TeHETUKH B Pa3BUTUU apTepUaIbHOW TMIEPTEH3UH.
OnHaxo, KpoMe OOHapyKeHHsI HEKOTOPBIX TeHETHYEC-
KU-JIETEPMUHUPOBAHHBIX (POPM apTepratbHON TUTIep-
TEH3WU U TUTIOTOHUHM Y JIeTel caMOoTro paHHEero Bo3pa-
CTa, yCTaHOBUTH HACJIECTBEHHBIN XapakTep Hanbo-
Jiee pacrpoCTpaHEHHBIX BapHaHTOB apTepHalbHON
TUTIEPTEH3UH He yaanoch [10].

KucTo3sl mouek cocTaBisOT OOJBIIYIO TPYIITY
3a00J1eBaHMii, KOTOpPbIE HEPEAKO BBISBISIOTCS TOJIBKO
y B3pocIibIX. B HacTos1iee Bpemst cTano O4eBUIHBIM,
YTO OOJIBIIMHCTBO M3 HUX CBS32HO C MOYEYHBIM
nu3dMOpuorene3oM. OHU MOTYT ONPENeNAThCS AaxKe
B aHTEHATaJbHOM IepHoJie Pa3BUTHs pebeHka. Bri-
JIEJIAI0T KUCTO3bI KOPTHKAIBbHOM 30HBI M KUCTO3BI Me-
TyJJISIpHOTO BelecTBa novku. [locnenqnue HocAT Ha-
3BaHHE HePPOHOPTH3a M HEPEIKO MPH OTCTaBaHUH
pocTa pebeHKa, CKIIOHHOCTH €ro K MOJINYPHUH, aHEMU-
3alui OOJBHOTO TOJBKO SIPKHUE MPU3HAKKM MOYEYHOM
HEJ0CTATOYHOCTH TPUBJIEKAIOT K TaKUM TallieHTaM
npuctanbHoe BHUMaHue HedposioroB. CoBpeMeHHbIe
WCCIIEIOBaHMS MTOKA3bIBAIOT, YTO B Pa3BUTHH HEPPO-
HO(TH3a MPUHUMAIOT aKTUBHOE Y4aCTHE OPTaHeNIbl —
NepBUYHBIC BOPCHHKY MM MOHOILIMJINH, KOTOPBIE SIBIISI-
IOTCSI CBO€OOPa3HBIMH MEXaHOCEHCOPaMU I pa3Ho-
00pa3HbIX BIUSHUHN BHEMHero mupa [ 11]. SABnsisicek kak
Obl aHTCHHAMU AJISl BOCTIPUSITHS BHEIIHUX BO3JIEH-
CTBHI, BOPCUHKH (LMJIMK) TIEpPeJaroT MH(OpMAIIHIO
KJIETKE, YTO BEE€T K COOTBETCTBYIOIINM HEOOXOAH-
MBIM B Ka)XJIOM KOHKPETHOM Clly4ae M3MEHEHMIM
00MeHHBIX nporieccoB. OCHOBBIBAsICh HA AKCIIEPUMEH-
TaJbHBIX JaHHBIX KacaTelbHO JEesATeIbHOCTH BOPCH-
nok, F. Hildebrandt u coaBt. [12] BBICKa3aluch B
MOJIB3Y TOTO, 4TO HeHPOHO(DTH3 SABIISIETCS CBOEOOpa3-
HOU 1uiinonaTieit. DKCrepuMeHTalbHbIE  KITMHIYeC-
K€ MccieIoBaHus MTOKa3alH, 4To O IIUJIMONaTHsAX cie-
JyeT TOBOPHUTH HE TOIBKO B ciydasx HedpoHodTH3a,
HO TOJIUKHUCTO3HOM 0O0JIC3HU TIOYEK, IPU KOTOPOI Xa-
PaKTEpHO pacroyiokeHHe KUCT B KOPKOBOM BEIlleCTBE
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Tabnunuya 2

leHbl M nx IoKannsauus Npy pasIn4yHbiX BapuaHTax HacseaCcTBEeHHOro HeppoTNYecKoro
cuHgpoma (C. Antignac, 2002)

3abonesaHusa ¢ HC Hacne- | Jlokann- leH CTpykTypa Mpoaykt Mopdonoru-
[oBaHue | 3auus reHa reHa Yeckuii BapuaHT
HC dwuHckoro tuna AP 199g12-q13 | NPHS1 26 kb, 29 sk30HOB HedpwuH aMC
CPHC ¢ ®CI'C aytocomHo-
pPeLeccuBHbIN AP 1925-g32 | NPHS2 2 kb, 8 ak30HOB MogounH dCrc
OMC n3onupoBaHHbIl ? (AP) 11p13 WT1 50 kb, 10 sk3oHOB Benok, aMC
perynsatop
TpaHckpunuum |——oem0——
CuHapom [leHnca-Apawia ? (AP) 11p13 WT1 OMC
Cunpapom ®Ppaiizepa ? (AP) 11p13 WT1 dCrc
HC ¢ ®Crc, ayrocomHo-
JOMUHAHTHbIV
dCIC 1 AL 19913 ACTN4 - 0.-AKTUHWH dCrc
dCIrc 2 AL 11921-922 | He n3BeCTeH | - - dCrc

MpumedaHue. GCIC — ¢okanbHO-CerMmeHTapHbIlii rmomepynocknepos; AMC — ancdodyaHblli Me3aruanbHblii Cknepos.

nouek [13]. [aTonorus unuii cBsizaHa ¢ HapyLIeHU-
MU O€JIKOB, PACIIONOKEHHBIX B BOPCUHKAX(LIUIHSX) U
KOAMPYEMBIX LENTBIM PSIIOM T'€HOB, OTBETCTBEHHBIX 32
paziruHbie (OPMBI KUCTO3HBIX 3a00sieBaHmi. Kpome
CACUT (mopaxeHus oYeK U OpraHoB MOYEBBI/IelIe-
HUS) IPY MYTalUsSX TeHOB, OTBETCTBEHHBIX 32 OCJIKH
WK, MOTYT HaOJIIOAThCsl pa3HOOOpa3HbIe MOPOKH
JPYTHX OPTaHOB, MPUBOMASIINX B HEKOTOPBIX CITydasx
K aHTEHAaTaJIbHOM JieTallbHOCTH [14].

CyliecTBeHHOE MECTO B TeUaTpuyeckoit Hedpo-
JIOTHM 3aHMMaeT T'€HeTHYEeCKHU-eTepMUHUPOBAHHBIN
Hepporuyeckuii curpom (HC). Onpenenenue myra-
LMY TeHa, KOIUPYIOLIEro OeloK He(pHH, MPUBEIIO K pac-
IM(POBKE MPOUCXOKACHUSI BpOKAESHHOTO HepoTHUec-
Koro cuHjpoMa (uHckoro tumna [15]. Benen 3a atum
OTKPBITHEM ITOCIIEIOBAIIN PsiJI MCCIIeIOBaHUH, onpeie-
JSFOLIMX MYTAIUH Pa3INYHbIX TeHOB, TOBUHHBIX B (hOp-
MupoBanuu HacneactsenHoro HC [16] (tabm. 2).

ITo Mmepe n3yueHus HacleACTBEHHBIX U CEeMEMHBIX
¢opm HC craHoBUIOCH OYEBHIHBIM, YTO WX 3HAYU-
TeIbHO O0JbIIe, UeM H310xKeHO B Ta0u. 2 [17]. ITpex-
e BCETO, 3TO KacaeTcst popM, HEMOCPEACTBEHHO CBSI-
3aHHBIX C TeHaMU, KOJIMPYIOIINMU O€JKH MOJIOLUTOB U
miesieBoil Mem6Opanbl. G. Benuit 1 coaBT. moka3aHa
poiib B pa3BUTHH cTeponsopesuctenTHoro HC myra-
uuii reHoB, kogupyroumx CD2AP u ACTN 4, uto pac-
cMmaTpuBaeTcs Kak npuunHa passutus HC [18].

Onwucan crepounopesncrenTHoit HC, pa3suBato-
uiics mpu myTanuu reia PLCE 1, kopupyrotero ¢oc-
¢onunazy C, mepenarouiniics ayTocoMHO-pelec-
cuBHBIM IyTeM (AP) n Mopdosoruueckn nposBisio-
muiicst nudodysneim IMC. B nmocnennee Bpems
oOpariaeTcs crienuanbHOe BHUMaHNE Ha TaK Ha3bIBa-
eMble aCCOLIMUPOBAHHBIE CHHAPOMBI THIIA CHHIpOMA
Inmvxe (ren SMARCALI, pacnionoxxeHHbIi Ha 2q34-
q36 xpomocome), cuHapoMa Pierson, CBsI3aHHBIM C
resom LAMB2, kaptupyemom Ha 3p21 xpomocome.

MOoXHO 0XXHJATh B HEOTAAJIEHHOM OyIy1eM pactmd-
POBKY TeHETHYECKOT0 00YCIIOBIEHHOTO Pa3BUTHS APY-
rux popm CPHC. Yxe B Hacrosimee Bpemst G. Caridi
1 coaBT. [17] cuuTaroT BO3MOKHBIM TpyIIUpPOBaTh
MopdoJorndeckre BApHaHThI MOPaKEHHUS [TOUYEK MPH
cemeiinbix crnydasx HC, npuyem Hambosnee HeOma-
TONPHUATHBIMU OKa3bIBAIOTCS CIy4Yad KOJIANCHUpPYIo-
miero @CI'C, KoTopble BBISBISIOTCS NP MUTOXOH]I-
pHuanbHOM MopaxxeHuu nouek. [locieanue cBoicTBeH-
Hbl MyTanusM COQO2, nias KOTOpOoro XapakTepeH
JIe(ULUT TaparuIpoKCHOeH30aT-MOTUTIPEHIITPaHC(e-
passl, PDSS2, kopupyromero aekanpenun audocdar
CHUHTAa3y U B pAl€ CIIly4aeB IPUBOASIINX K PA3BUTUIO
CPHC- u AMPF-cunapoma, a1 KOTOpOTO XapakTep-
Ha MUTOXOHJIpUATbHAS TUC(YHKITHUS.

Oco0yto rpyriy HedpOoJIOTHH AETCKOTO BO3pacTa
cocrajstoT TyOynonaru [19]. MHorooOpasue KiInHH-
YeCKUX M OMOXMMHUYECKHUX MPOSBICHUN Pa3IMUHBIX
TyOyJonaruii 3acTaBislOT HEOIHOKPATHO IMepecMar-
PpHBaTh KIIacCU(PHUKALIUIO 3TUX 3a00JIeBaHU, KOTOPBIE,
Kak MPaBUIIo, KacaloTcsl MAUEeHTOB UMEHHO IETCKOTO
Bo3pacTa. CunuTaeTcsi BO3MOXKHBIM AU HEpeHIUPO-
BaTh TyOysOMaTuy Mo TOMY — MPOKCHMANIbHBIN WK
I[HCTaHBHBIﬁ KaHaJIbIbl, MPEKAC BCETO, BOBJICYCHBI
B MaToJoruueckuii nmporecc. OnHaKo, IO MHEHHUIO
10.E. Benpbrumiesa [20], menecoo0pa3Ho yis mpak-
TUYECKOH HE(PPOIOTHH BBLACIATH IPYIIBI 3a001eBa-
HUH 110 JOMUHUPYIOLIEMY B KIMHUYECKOM OTHOLLIEHUHU
npu3HaKy: TyOynonaruu. Ha Hawm B3misn, meiaecool-
Pa3HO BBIENSATH TyOyJI0MaThu:

* IPOTEKAIOIINE C OCTeonaTUsIMU (00JIE3Hb U CHH-
npom e Touu-Jlebpe—Dankonu, hpocdar-nuader, Ty-
OyJISPHBINA alMI03 U JIp.).

* XapaKTepHU3ymoIIHuecs MoNnypuel [modednas
[THOKO3YPUsl, TOYSUHBIN HecaXapHbIl [uadeT, mouey-
HBII COJICBOM TMa0eT (TICEBIOTMITOATbIOCTEPOHU3M )

u 1p.]
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Tabnuuya 3

HomeHknarypa Hedpo- nyponatuii (no M.C. UrHaTtoBoii, 10.E. Benbtuwiery, 1989, ¢ pononHeHnamm)

I. Hedpo- n yponatnm BpoxaeHHbIE N HACNEOCTBEHHbIE

1. Hedpo- n yponatnm npn aHaTOMUYECKMX aHOMaNUSX
rnoyex:

- KOJINYECTBEHHbIE (areHe3us, annasus, 1o6aBoYHas Mnoy-
Ka, yOBOEHME);

- NO3UUVOHHbIE (AncTonus, HedponTos, poTauns);

- HapyweHue dopmbl (MogkoBoobpasHas, L- n S-obpas-
Hble MOYKW);

- N3MEHEHMS MOYETOYHNKOB, MOYEBOTO NMy3bIPS U YPETPbI
(konuyecTBa, kKannubpa, Gopmbl);

- U3BMEHEHUS NMOYEYHbIX COCYAOB (apTepuanbHbIX, BEHO3-
HbIX, TMM®aTNYECKUX);

- HapyweHune nHHepsaumm OMC, HepeaKko ¢ CUHOPOMOM
HEMNPOreHHOro MOYeBOro My3bIps.

2. Hedponatnu npm napeHxmmaTo3HbIX aHOMasnSX Mnoyek:

- KUCTO3HblE:

* MONMKMUCTO3Has 60ne3Hb NoYek [BapuaHTbl ayTOCOMHO-
nomunHaHTHble (MKBI, MKBIl) 1 ayTOCOMHO-peLEeCCUBHbIE

(APMKB)];
* KOMMJIEKC MeAYJINSPHbIX KNCTO3HbIX BONe3Hel, Bkoya-
owmnx HeppoHodTna I, I, 1, IV TMnoB, cuHgpom CeHunopa n

KMCTO3bl B COYETAHUN C APYruMu aHoMmanusmu. OxunpaeTcs
onuncaHne HedpoHOPTN3a, CBA3AHHOIO C MyTaUUAMUN FrEHOB
NPHP6, NPHP7, NPHP8, NPHP9;

* BPOXAOEHHbIN HEDPOTUYECKNIA CUHAPOM DUHCKOro TUNa;

* KNCTO3Hble Aucnnasuu;

* r7IOMepyNsipHble KUCTO3bI;

« Apyrue.

- GECKMCTO3HbIE:

« onuroHedpoHus, onuromeraHedpoHus;

+ cermeHTapHas runonsaaus (6one3Hb Ack-Ynmapka);

* NPV rMNoniIacTMYeckor AMcnna3umn noyex.

- pedniokc-HedponaTua (coyetaHne BpoxaeHHoro NMMP ¢
NMOBTOPHbLIMW aTakamMu nuenoHedpuTa, HepPeaKko Npu HanM4ymMm
nn3amobpuoreHesa novek).

3. Hedponatum npu KNETOYHbIX, CYOKIEeTO4YHbIX, MEMOpPaH-
HbIX aHOMasINAX MoYeK:

- HAacCneaCTBEHHbIN HedpUT (cuHApom AnbrnopTa);

- BTBM;

- TybynonaTumn nepBuYHbIE:

* C MPEeuMyLLECTBEHHBIM MOPaXeHEM MPOKCUMaIbHbIX Ka-
HanbueB (MUUMHYPUS, UNCTUHYpUs, docdaT-anadbeTt un ap.);

* C NPENMYLLECTBEHHBIM MOPaXEHMEM OUCTaNIbHOro Ka-
Hasbua (MoYeYHbl TYOYnApHbIA aumao3 | Tuna, HedporeHHbINn
HecaxapHblii AnabeT, NceBaornnoanbaoCTEPOHN3M);

+ C HapylwleHnem peabcopbumn HaTpUa B aNnTennasbHOM
HaTPMEBOM KaHane KOPTUKasibHOM YacTn cobupaTtenbHbIX Tpy-
60K (C pas3BUTUEM apTepuasbHO rmMnepTeH3nun (CUHAPOM
JNlnppna, rmnepanbnoCTEPOHN3M U AP.) N apTepuanbHOl rm-
noTeH3nn (cuHapomel BapTrepa, cuHapom MmTensmaHa);

* C NMOBPEXAEeHNEM BCEro TyOynsipHoOro otaena HedbpoHa
(TpebyeT ganbHenwero nayvyeHus).

- TyGynonaTtum BTOPUYHbIE NPW HACNEACTBEHHONM NaToso-
rmm obmMeHa BEeLLECTB:

+ am3ameTtabonunyeckre HedbponaTum ¢ KPUCTaNNYPUSMU.

-okcanaTtHas HedponaTus (HacneacTBeHHas NepBuYHas
runepokcanypus |, Il Tunos);

- am3meTtabonuyeckas HedponaTus ¢ okcanaTHO-KanbLm-
€BOW KpucTannypuen;

- ypaTHasa (noparpuyeckas) HedponaTus.

4. Hedbponatum npu HacnenCTBEHHOM CUCTEMHOM NMaToso-
rn:

- 6onesHb Pabpu;

- TyGEepOo3HbIli CKIepos;

- apyrue (pegkuve).

5. Hedpo- 1 yponatum npu XpOMOCOMHbIX 60S1e3HSIX

6. AMMnongo3 HacneacTBEHHbIN

7. OMOproHanbHbIe ONyxoNn no4vek (onyxosib Bunbmca)

II. MpnobpeTeHHble 3a60nieBaHnsa NoYek (Hepeako MynbTU-
dakTopuanbHble)

+ Onddy3Hbln rnomepynoHedpuT: rematypuyeckas, He-
dpoTryeckas, cMelaHHas Gopmbl (Nocne NnposeaeHns Hedpo-
6uoncun  ykasbiBaetcs MopdONorMyeckuin  BapuaHT
nopaxeHus). Kak ocobas ¢popma BblaenseTcs oCTpblA NOCT-
CTPENTOKOKKOBbI HEDPUT;

» MnenoHedpUT: NEPBUYHLINA U BTOPUYHbIN (0OCTPYKTUB-
HbIl — Npu yponatuu, MeTabonmyecknini, o6CTPyKTUBHO-MeTa-
6onunyecknii);

« TybynonHTepcTMUnanbHbili (abakTepuanbHblil) HebpPUT.
MoxeT MMeTb OCTPOE U XpOoHMYeckoe TeveHne. TybynomnHTep-
CTULMANbHbIA KOMNOHEHT B pa3BuTum HedponaTmum 06blYHO
onpepensieT NporHo3 601e3Hn Npu ee NPorpeccrpoBaHnm.
OnucaHbl HacneacTBeHHble popmbl TUH.

BTopuyHble 3a6oneBaHnst MoYeKk npu:

- CUCTEMHBbIX BaCKynmMTax, CUCTEMHbIX 3ab60neBaHUAX CO-
€AVHUTENbHOM TKaHW, NaToNIOrMmn CUCTEMbI KPOBU;

- oCTpbIX H6akTepurasnbHbiX MHOEKUUSAX (MOCTCKapnaTUHO3-
HbIn HebpUT, HedponaTna npu andTepun);

- BUPYCHbIX MHdekuusx ( npoctoro repneca, LLMB, B3Bb,
oPBW);

- XpOHUYecKknx nHdekunsax (npu 6pyunnnese, manspum,
MEPCUHNO3E);

- Npu Tyb6epkyneaHoi nHdekummn, KoTopas NpPpMBOAUT He
TOJIbKO K OpraHHOMy TyGepKyneay noyek, Ho TUH npu Ty6epky-
NIE3HON MHTOKCUKaLUW;

- MPU rUNepKoaryneMmnyecknx HapyLleHusx romeocrasa
(F'YC, TpoMmboTunyeckass TpoMmbouuToneHnyeckas nypnypa);

- Npun caxapHom anabete (anabeTnyecknin rMomMepynock-
nepos);

- MpY NeKapCTBEHHbIX BONE3HSNX;

- Npu 0XO0rosown 6051e3HY;

- Npu amna3bakteprosax (KaHaAnO03 rnovek);

- NPY XPOHMYECKUX BONE3HSAX MEYEHU (4acTO NPU XPOHU-
YeCcKM aKTMBHOM renature);

- Npu anneprosax;

+ TpaBMbl NOYEK N OPraHOB MOYEBLIBEAEHUS;

- MoyekameHHast 6051e3Hb (4acTo uexon anameTtabonmnyec-
Knx HedponaTuin);

+ Onyxonn noyek (Kckntoyasi aMOpPUOHanbHbIE);

+ OcTpbIli HeEKPOHEdPO3 (NPU OTPaABNEHUNAX, NHTOKCUKA-
LMsX, onepaumnsx);

+ CMHAPOMBI: NErOYHO-MOYeYHbI (CMHapom yonacyepa),
cuHapoM BereHepa v gpyrue, o6bi4HO AHLLA- nonoxuntenbHbie

«CoyeTaHHaa naTonorusa novyek»*

*Mop coyeTaHHOW NaToslorver NoYek NOHMMAaeTCsl Hanuyne y O4HOro nauueHTta AByx 1 6osiee natonornyeckux npoueccos: MH n
nnenoHedput, N'H 1 amunonpos, M4 n HedpuT NpmM remopparn4eckomM BackyamTe u T.[4.

* TyOyJIOTIaTHH, XapaKTEePHU3YFOIIHUEC HEPPOITUTH-
a30M, (LIUCTUHYPUS, TUIUHY PUsI, AMUHOTIUIIMHY PHS 1
zp).

DTOT MOJXO/ K Kiaccu(UKaIiy TyOyJIonaTuii, XoTs
Y HE OXBAaThIBAET BCE UX BAPUAHTHI, OMIMCHIBACMbIC B
MOCJIE/THUE TOIbI, HO JTaeT HAIIpaBJICHUE JIJIs paciiud-
POBKH CYIIIHOCTH MATOJIOTHH.
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ITpakTHuecku K ATON TOYKE 3PEHUS, TONBKO BbI-
nensisi 6osee noApoOHO OCHOBHBIE CHHIPOMBI, Xapak-
TepHble s TyOynonaruii, nmpucoenuustorcs H.JL.
CagenxkoBa, A.B. [Tanasn, XK.I'. Jleenamswiu [21].

Bomnpoc knaccupunmpoanus pazHooOpa3HbIX He-
(ponaruii, BCTpeyarommxcs B IETCKOM BO3pacTe, TaK-
ke TpeOyeT MOCTOSTHHOTO o0mymbiBanus. B 1989 r.
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M.C. Urnarosa u FO.E. Benpruies [5] npeanoxxuan
HOMeHKIaTypy 3aboieBanust OMC, KOTOpyto MHOTO-
KpaTHO JOMOJIHAJIN B AajbHelIeM. B HacTos1ee Bpe-
Msl €€ MOKHO MpPEICTaBUTh CIEAYIOIHUM 00pa3oM
(Tabm. 3).

Bpsin 1u mooOHbIH BapuaHT HOMEHKIIATYPHI Ta-
totorun OMC MOXXHO CUMTaTh OKOHYaTeJIbHBIM. B
YaCTHOCTH TOSIBJIIEHNE CBe/IeHUI 0 9 reHax, KoTopble
MOTYT 00YyCJIOBUTH pa3BuTHe HeQpoHOPTH3A, KIYT
CBOETO KJIMHUYECKOTo orpesenenus. Ho atoro mano.
[TostBUBIIEECS 1 yTBEpAUBILIEECS CPEIU TepareBTOB-
He(POJIOrOB TIOHATHE XPOHHYECKas 0O0JIe3Hb MOYEK
(XBII) Tpebyer cBoero ocMbICieHHUs TeauaTpamMmu-
Hedponoramu [22, 23].

Hapsiny co cnenunanbbiv n3yuenuem XbII, Te-
pameBTHl MpeuiaraloT o0paTUTh Cephbe3HOe BHHMa-
HUE Ha OCTpOe IMOopa)keHHe Movyek. ITO He HOBOCTh
IUIsl IeIUaTpOB-HEe(YPOIIOTOB, TaK KaK OCTPbIE COCTO-
SIHUS Y HOBOPOJKICHHBIX, KaK MPaBUJI0, MPOTEKAIOT C
TSKEJION MOYEUHON uIilleMueii, Tpedyroliel COOTBET-
CTBYIOIIIETO JieueHus [24].

OObI4YHAs CUTYAIMs CKIIA/IBIBAETCS B HE(PPOIOTHH:
MeANaTpbl CIeoBaIl 3a MpeIIoKEeHNUsIMHU, KOTOpbIe
Jienany TepaneBThl-Hedponoru. Ho otmMeuanucs u nc-
kiroueHus. [Ipeniaras cBoro TEOpHIO MPOTpPeccH-
poBanwus iomepyionaruii, B. Brenner, G. Chertow [25]
MPOBENIM CpaBHEHUE C TeM, YTO HaOIomaercs y pe-
Oenka npu onuronegponud. [To-suanmomy, mogodHoe
oOpallieHre TepaneBTOB K MeAauaTpaM-Hedpororam
OyzeT HapacTaTh MO MEpe COBEPILICHCTBOBAHUS M-
arHOCTUYECKON TexHuKku [26]. He MeHee BakHBIM
MOJKET OKa3aThCsl HEOOXOIMMOCTh MOHATh Pa3BUTHE
TaKMX Cepbe3HbIX 3a00JIeBaHNH, KaK MOJUKUCTO3HAS
00JIe3HB MOYEK C MO3HUILUHU yUacTUs LMK B UX TIATO-
reHese. JJoMUHaHTHBIN THUIT TOJUKUCTO3HON O00JIe3HI
JUTATENBHO aCCOLIMHUPOBAJICS C TEPMUHOM «B3pPOCIBIN
THII ITIOJIMKUCTO3HOM 00J1e3HM». B eficTBUTENBHOCTH
9TO MAaTOJIOTHs, OTHOCSIIAsACA K HUINONATHAM, — 3a-
OoneBaHue, IMEIOIIee Ha4YaI0 B AMOPHOHATBHOM Pa3-
BUTHH peOeHKa.

[MpnoOpeTeHHble HEPPONATUHN, TUITUYHBIE IS
B3pPOCIHbIX OOJNBHBIX, 3HAYUTEIBHO PeXe BCTpedaroT-
csy aeTeil. DTo, Mpesk/ie BCero, OTHOCUTCS K UMMYH-
HOH [IaTOJIOTMH, Pa3BUBAIOLLEHCS IPU CHCTEMHBIX 3a-
OoJIeBaHUAX COCTUHUTENILHON TKAHU U COCYIIOB, MTPH
HapylIeHHsIX oOMeHa. B cBsi3M ¢ cymecTByommei npax-
THUKOI MCIOIb30BaHNS HOBBIX JIEKAPCTBEHHBIX CPEJICTB
MOCJIe0BaTENFHO Y B3POCIBIX, @ 3aTeM JIUIIb Y 00JTb-
HBIX JE€TeH, 3TO MPUBOAUT K HEOOXOAUMOCTH CPaBHH-
BaTh MOJIy4aeMble pe3yJIbTaThl JJEUSHHUs C OLIEHKOI Te-
parieBTOB-He(posioroB. Bpsa mu sTa npakTtuka Oynet
W3MEHEHa, HO Ha OCHOBaHHUH MEPBUYHBIX TepaneBTH-
YEeCKUX Pe3ysIbTaToB ClelHaIn3upOBaHHbIE IETCKHE
HEPPOIOTHUECKUE CTAIIMOHAPBI JIOHKHBI BKIIFOYATh-

Cs1 B HCIIOJIb30BaHUE COBPEMEHHBIX TEPAeBTUYECCKIX
cpencts. [Ipumep ToMy — IpUMEHEHHE PEHONPOTEK-
TOPOB TIPU HacJieJICTBEHHOM HedpuTe y nereit [27].

SAKJTIOHEHUE

[Menuatpudeckas HeposoTHUS O0JNATACT PSIIOM
0COOEHHOCTEH MO CPaBHEHHUIO C TepaneBTUYECKON
Hedpooruei B xapakrepe 00JIe3HEHHBIX MTPOLIECCOB,
C KOTOPBIMH NMPUXOJUTCS UMETh JEJIO CHEIHaTUCTY.
OT0, MpeKie BCEro, BBISBICHHUE YK€ B paHHEM BO3-
pacre HaclIeICTBEHHOM NaTOJOTUU. Y eTel Bpsj i
cienyet pesko nuddepeHirpopats HePpo- U ypora-
THUH, TaK KaK KIMHUYECKH OHU 4acTO OJIM3KH, a B ITPO-
THOCTUYECKOM OTHOIICHUU OOJIBHOM ¢ TSHKEIoN ypo-
narveil B KOHEYHOM MTOTe CTAHOBMUTCS MallME€HTOM C
HedponaTuen. Knaccuueckuii npumep tomy — ped-
JroKc-Hedponatus. B coBpeMeHHOM acriekTe cieny-
€T YYUTHIBAaTh JBa KakK Obl pa3IMYHBIX Mpolecca, HO
CYTh KOTOPBIX BHJHA W MeAMATpaMm, M TepareBTaM-
Hedpooram: ¢ 0JJHOI CTOPOHBI, OMOJIOKEHUE MHOTHX
He(ponaTHii, ¢ APYTod CTOPOHBI — YIUIMHEHHUE KU3HH
MaJIeHbKHX TMallMeHTOB C BPOKJICHHBIMU U Hacjes-
CTBEHHBIMH 3a00JIEBaHUSIMHU, YTO JOJDKHO COJMKATh
TepaneBTUYECKYIO U MEeAUaTPUIECKY IO HEPPOIOTHIO.
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