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Omen He(hPOJIOTUM, KOTOPBI B JajdbHEWIIEM OBLT
MEPEUMEHOBAH B «OTHEJCHUE  HACIEICTBEHHBIX
1 TpUOOpeTEHHbIX O0JIe3HEl MoYeK, ObLI CO3aH 5 MapTa
1970 r. mo uHuMatuBe aupekropa MockoBckoro HU
neauaTpuu u aerckoit xupypruu npod. lO.E. Benbtu-
mieBa. [lepBast 3amaya, KOTopast ObUTa ITOCTaBJIcHA TIEpe
COTPYIHUKAMU OTIENa, — OMPEICTUTh SIMTUICMHUOIOTHIO
Oone3Helt nouek B Poccuu. K ee penieHnio npuctynuiu
COBMECTHO C BpayaMW 3HTY3MacTaMU U3 MHOTUX MEIV-
LIMHCKUX YYPEXKICHUN Pa3INYHbIX PETMOHOB CTpaHbl —
ot Jlenunrpana no BranuBoctoka. B oO1ieit cioxHocTu
6bu10 o6cnenoBaHo 6osee 100 000 mpakTUYeCKU 310PO-
BBIX JIETel, M TI0 pe3yibraTaM mpoobl HeunmopeHko oka-
3aJI0Ch, YTO PACIPOCTPAHEHHOCTh HedpormaTuii cocTa-
Buia 29:1000 geTckoro HaceyleHusl, IpUYEM B CTPYKTYpe
HedponaTii TIpeodaana MHOEKIN MOYEBOM CUCTe-
MbI, BKJItOUas muesionepurt (taods. 1) [1].
DIUIAEMUONIOTUIECKE HCCICIOBaHUS  ITPOIOJIKA-
Juch no Hayana XXI Beka. YCTaHOBJIEHO YBeIUYEHUE
YaCTOTHI TATOJIOTMM OPraHOB MOYEBON CHCTEMBI B ITO-
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MyJISILUA, TTPUYEM HE TOJbKO B 3arpsI3HEHHBIX TSIXKeJIbI-
MM MeTaJUlaMU PErMoHax, HO U B OTHOCUTEJIbHO YUCTBIX
paiioHax, TA€ He BbISIBISIOCh OTYETIMBOIO BIIUSHUS
9KOJIOTMYeCKUX Bo3neicTBuil (puc. 1) [2]. Dtu naHHbIe
0COOEHHO BaXXHbI, YYUTHIBAsI, YTO UMEHHO B HACTOsIIIEe
BpeMsl aKLIEHTUPYETCS BHUMaHUEe MUPOBOM OOIIECTBEH-
HOCTU Ha HEOOXOAMMOCTU UIMPOKUX SMUIEMUOTIOTU-
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Puc. 1. Yacrora 3a60/1eBanuii OpraHoB MOUEBOI CHCTEMBI Y Jie-
Teil (0—15 neT) B pa3amynbiX pernoHax Poccuu mo JaHHbIM
3MMIEMHUOJIOTHYECKUX HccaenoBanmii (Ha 1000 nereii).
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Tabnauya 1. PacnpoctpanennocTs HedponaTHii, 10 JAHHBIM SNHIEMHOIOTHIECKOTro Hecienosanms [1]

3aboneBaHUs PacnipocTpaneHHOCTD
Ha 1000 geteit
Hndbexiyss MoueBoit ccTeMBbI, BKITIOYAsT TUETOHEDPUT 18,0
[lomepynoHepput 3,3
JucmeTtabonnueckas HedpomnaTus ¢ OKCalaTHO-KaabLUUEBOW UM YPATHOU KPUCTAILTypUENA, 1.4
BKJIIOYAs YPOJIUTUA3 ?
HMHTepcTriianbHblii (abaKkTepuaabHbIin) HepuT 1,0
AHaTOMHUYECK1E aHOMAJIMY OPTaHOB MOYEBOI CUCTEMBI 1,3
[Mpoune 4,0
Cpenu ipounx (Ha 100 000 mereit):
ceMeifHbIe HepomaTuu 20
HACJIeICTBEHHBIN He(PUT (CHHAPOM AJIBIIOPTA) 17
JUCILJIa3UM TTOYeK 17
He(hpPUT IpU TEMOPPATUIECKOM BACKYIIATE
He(DPUT P CUCTEMHBIX OOJIE3HSIX COEMMHUTETHHOM TKAHT
JIeKapCTBEHHBIE HeponmaTnu 6
TeMOJINTUKO-YPEMUUECKUI CHHIPOM 1
TyOyJionaTuu 18

yeckux ucciaenoBanuii [3]. Ilpu anumemMuonornyeckux
WCCIICIOBAHMUSAX B OKOJOTMYECKHU 3arpsi3HEHHBIX 30HaX
OBIIIO OTMEUYEHO 3a00JIeBaHWE NETEH C ITEPBBIX MECSIICB
KU3HU, TIPUYEM CTETIeHb BBIPAXKEHHOCTH 3a00JIeBaHUS
3aBucesa OT CTEeNEeHU 3arpsi3HeHHOCTH paiioHa [4]. Ycra-
HOBJICHO, YTO OCHOBHBIMU (haKTopaMu PUCKa Pa3BUTHS
3a00JIeBaHUI TIOYEK SIBJISIIOTCSI TIATOJIOTUSI TeYeHUsT Oe-
peMEeHHOCTH, HepOoTormIecKre 3a00JIeBaHUS y MaTepH,
TepaTOreHHbIe BJIMSIHUSI Ha CeMblo peOeHKa [5].

Oprannzanus JeTcKoi He()POJIOrHIecKoi CIyKObI

Hapsiny ¢ MaccoBBIM CKPWMHWHTOM JETCKOTO Hace-
nenust B Kanyre ocymiecTsieH CeIeKTUBHBIA CKPUHMHT
— oOcrefoBaHWe [eTell B ciyyae OOHapyXeHUs IaTo-
JIOTUU TT0YEK B CEMbe, HATMIMS Y peOeHKa IIITH U 6ojiee
BHEUTHUX CTUTM COCIMHUTEIbHOTKAHHOTO TU33MOPHO-
TeHe3a, TUCHYHKIIMU apTepHaJbHOTO NaBJICHHS B BHUIE
TUTIep- VUIA TUTTOTEH3UU U aOJIOMUHATIBHOTO CHHIpOMa
[6]. TTpu MCITOTB30BaHWMM CEIEKTUBHOTO CKPUHITHTA Yac-
TOTa BBISIBJICHWS] HACJIENCTBEHHBIX W BPOXICHHBIX 0O-
Jile3Hel Oblia B2 pasa BbllIE,
YeM ITPU MacCOBOM CKPUHMH-

l l re.

B MockBe B70-¢ rombl
I'IonMKnMHmsa CrauuoHap MonuknMHuKa MPOIILTOro  CTONETHS — GbiTa

YYaCTKOBbIN » coMaTu4eckoe > neauaTp- o
co3JjaHa MoOjeJb JETCKOW He-

neguatp OTAeneHne Hedponor N
~ T — dposornyeckoii cayxkobl (cM.
cxemy), BKIJIIOYalolasi —Io-
OLHOAHEBHbIV CTauMoHap JIUKJIMHUKY, CIEeUMaIu3upo-
BaHHbIA  Hedposornyeckuit
CTallMOHAp, OTIEJEeHUsl MAeT-
t, v CKOro reMomuManusa U Io-
CI'IeLlVIaJ'IVIBMpOBaHHoe LleHTp CaHaTopHoe neyeHuve YEeyHOU TpaHCIUIaHTAalluU,
Hedposnormyeckoe nedeHnsi CaHATOPHO! 1 CAaHATOPHO-KY-
oTAeneHue > XPOHMYECKOU > .

S ———" pOpTHoj/I CIyx0nI [7]. Monenz,
HELOCTaTOUHOCTH JneTcKoir  Hedposoruyeckoi
[ CIyXObl MOJyuyusa 30JI0TYIO
menans BJHX B 19741 Ve
Hedponormueckuii B 1980 . OBLT OTKPBIT MEPBBIIA

\4

MECTHbIN CaHaTopwiA

OIHOJTHEBHbBI cTaloHap
BMHHWHM nenuarpum u ger-
ckoit xupypruu [8]. OnbIT ero
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paboThl Mo3BoaWJ u3aaTh B 1983 . cooTBeTCTBYIOIIME
METOAMYECKNE PEKOMEHIAIINHM, KOTOpPHIC pPa3OoIlLINCh
TT0 BCEl CTpaHe W CTaJld OCHOBOM [Tl OpTaHW3alliy BHe-
TOCTIUTAJIBHBIX METOIOB 00CIICIOBAaHMS U JICUCHUS ICTEH.

B otnene ¢ MoMeHTa ero co3maHus OOJIBIIOE BHUMA-
HWE YICISIOCh M3YYCHUIO HACTCACTBEHHBIX W BPOXKICH-
HBIX HedpomaTwii. Pe3ymbraToM 3THX WCCIeIOBaHMM
craja myoJMKauusi TepBoii B Mupe MoHorpaduu «Ha-
CJIEZICTBEHHBIE W BPOXICHHbIC Hedpomatum y aereii»
[5]. TIpoBoauaMCh IMPOKUE MCCIIETOBaHUS Y OOJIbHBIX
C HACJIENCTBEHHBIM HedPUTOM, KOTOPBIA, IT0 TaHHBIM
B. B. ®okeeBoii [9], BcTpedaeTcst B pOCCHICKOM TOITYJIsI-
LMW 3HAYUTESILHO Yallle, YeM MPEIToarajJoch paHee.

[Monyuennsle Hamu [10] pesyabTaThl HaOIIOACHUS
u obcnenoBanus 200 merteid ¢ HAacJleACTBEHHBIM HedpU-
TOM TIO3BOJIWUIM BBICKA3aTh THIIOTE3Yy, COTJIACHO KOTO-
poii B OCHOBe 3a00JieBaHUsI JIEKWUT TMATOJOTHS COCIM-
HWUTEJIBPHOU TKaHW. [WIOTe3a O MepBUYHOM TTOpPaKEHUH
COCIMHUTENIEHON TKaHW TIPU HACJICACTBEHHOM HedpuTe
nojyyusia noAaTBepxaeHue, Korga B 1985 L. Menlove
u coaBT. [11] coobumau o BeisiBieHUU TeHa COL4AS,
JIOKQJTM30BaHHOTO Ha JUIMHHOM TUIeYe XPOMOCOMBI X
B 30HEe 21—22Q 1 OTBETCTBEHHOIO 3a Pa3BUTHUE «KJIACCH-
yeckoro» cuHapomMa Anbriopra. C pacuinppoBKoOii TeHe-
TUIECKOTO JeheKTa MOSIBUJIACh BO3MOXHOCTh TOBOPHTD
O CHHIpOMe AJIBITOpTa KakK O TeHETMYECKH NeTePMUHU-
POBAHHOM TATOJIOTUM KoJulareHa 4-ro Tuma. TepMUHBI
«HACJICJICTBEHHBI HE(GPUT» W «CUHIPOM AJIBITOPTa»
CTaJIi CHHOHUMaMU.

HauGonee TunuyeH u pacnpocTpaHeH B MUpe X-Clie-
IUIEHHBI BapUaHT CUHAPOMa AJIbIIOpTa. DTO OOHAPYKEHO
Y TIpY OOCIIEIOBAHNM POCCUNCKOMN TTOMYIISAIIAM, TTPUYEM
y 6ombiHCeTBa (60%) TTAlMEeHTOB MUArHO3 OBUT TTOCTaB-
JIeH Ha OCHOBAaHWY WCCIIEIOBAaHMS POMOCTIOBHEIX, a y 40%
— TIpY OTIpeNeNICHUY TUITUIHBIX JIEKTPOHHO-MUKPOCKO-
MUYEeCKUX HM3MEHEeHUil B HedpoOuonTare (puc. 2) [12].
MoneKyIIpHO-TeHETUIESCKIE WCCIICIOBAaHUS TTO3BOJIVIIN
BBISIBUTh pa3jIMuHble BapuaHTbl MyTauuu reHa COL4AS,
TIpUYEeM JBa BapWaHTa MYTAIlMW TTOTIOJTHWIN MUPOBYIO
konuiky pesynsraroB JJHK uccrnenoBanuii npu jaHHOM
3aboneBaHuM [13].

[Tpu 351eKTPOHHO-MUKPOCKOITMIECKOM ~ MCCIIeIoOBa-
HUM OMOIITATOB TOYKM Y IETEH C IepCUCTUPYIOIIEH Te-
MaTypueid 0OHapyXeHO, YTO TIOMMMO YTOJIIEHHON ITH-
cTpodupoBaHHOI 0a3aabHOM MeMOpaHbl, XapaKTepHOM
IUTSI GOJTBHBIX C CUHAPOMOM AJIBITOpTA, PSIA IeTe mMe-
JIM TOHKYIO0 0a3ajbHyi0 MeMOpaHy (cM. puc. 2). AHanu3
KIIMHUYECKOW KapTUHBI y IETei ¢ TOHKUMU 0a3aIbHBIMU
MeMOpaHaMU, BBISIBJIIEMBIMY TTPU 3JIEKTPOHHOM MUKPO-
CKOITMH, TTIOKa3aJl HAJIMYKE Y BCeX OOJTBHBIX TeMaTypHH,
OITHAKO B OTHENBHBIX CIydasX OTMEUYaJoCh COYCTaHWE
TeMaTypuM W MPOTCHMHYPUM, B TOM YHCIIE C Pa3BUTHEM
HedpoTruueckoro cuHapoMma [14]. DTo mo3BonmIO Npea-
TTOJIOKWTD, YTO OOJIE3Hh TOHKUX 0a3aTbHBIX MeMOpaH
MOXET OBITb IpeApacroiaraloiiuM (pakTopoMm K pa3BHU-
TUIO Opyrux raomepyionatuit. [lonodbHoe npeanosoxe-

Puc. 2. BapuanTtsl 6a3a1bHbIX MeMOPaH NpH HAC/IEACTBEHHBIX
HedponaTusax (JaHHbIE TEKTPOHHOI MUKPOCKOMHUM).

a — cuHIpoM AJbrnoprta: Oa3ajibHas MeMOpaHa HepaBHO-
MepHasi, MecTaMu yToJlIeHa; 0 — 00Jie3Hb TOHKUX 0a3asib-
HBIX MEMOPaH: Ha OOJILIIOM MpoTsKeHuu (>50%) GasanbHast
membpaHa ToHkas (100150 HM, npu Hopme >200 HM).

HHE TIoJTyJaeT MonTBepxkaeHue. [1osIBIISIIOTCS cBemneHUS
0 BO3MOXXHOCTH OTIPENEISITh TEHETUIECKYIO Tpenpaciio-
JIOXKEHHOCTh K COUETaHUIO OOJIE3HW TOHKUX 0a3abHBIX
MeMOpaH ¢ IpYTMMU [JIOMEPYJISIPHBIMU 3a00J1€BaHUSIMU
[15].

Cpenu HacJeICTBEHHOM MATOJIOTMY ITOYEK CTIeIalTb-
HOe BHUMaHWE OBUIO YIEeJIEHO ayTOCOMHO-TOMUHAHTHOMN
U ayTOCOMHO-PEIICCCUBHOM  TTOJIMKHUCTO3HON 0OO0JIe3HU
moyek u 6ose3uu [Iedbpe — me Tonn — Pankonu. Oka-
3JI0Ch, UTO MPU 3TUX 3a00JE€BaHUSIX, OCOOEHHO TMpH 60-
ne3nu Jleope — nme Tonu — PDaHKOHM, ONPEAESTIOTCS
BBIpaKCHHBIC N3MEHEHUSI SHEPTOOOMEHa B BUJIEC CHUXKE-
HMS B JICUKOIIMTAaX KPOBU aKTUBHOCTH MUTOXOHAPUATH-
HBIX (DePMEHTOB U YCWJICHUS TIPOIIECCOB MEPOKCUIAIINH,
YTO SIBUJIOCH OCHOBaHWEM IUIS JICYCHUST TaKUX OOJTBHBIX
SHEProTPONMHBIMU TIpernapaTamu [16].

Ocoboe MecTo cpeir TEeHETUYECKH IEeTepPMUHUPO-
BaHHBIX HedpomaTWii 3aHMMaeT HAaCIeACTBEHHBIN He-
¢potuyeckuii cunapom [17]. CriermasbHOe BHUMaHUE
ObLIO OOpallleHO Ha HePOTUUECKUI CUHAPOM, CBSI3aH-
HblIl ¢ MyTtaumeil reHa WTI, nipu KOTOpoM OTMeyaeTcsl
ITaToJIOTUST HE TOJTBKO MOYEBOM, HO M ITOJIOBOM ChepHl.
MoeKyIsIpHO-TeHeTUIeCKIE WCCIIeIOBaHNS TTONTBEP-
KIAIOT TPUYMHY PAa3BUTHSI OJTHOTO M3 BAPUAHTOB TeHETH -
YeCKM IeTePMUHUPOBAHHOTO 3a00JICBaHUS, CBI3aHHOTO
¢ myrauueir WTI, — cunmpoma ®paiizepa. IlombiTka
ONPEACTUTh Y OOJMBHBIX CO CTEPOMIPE3NUCTCHTHBIM He-
bpoTHYECKMM CHHIPOMOM MYTAIIWIO TeHa, KOMUPYIOIIe-
ro HedpHH, Maja OTPUIATEITBHBINA Pe3yJIbTaT, a MyTallHsI
TeHa, KOOWPYIOIIETO TOAOIWH, ObllJa HAMW BBISBICHA
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He 6osree yeM y 2% marmenToB [18]. JaHHbIit dakT Ba-
XeH yXe TTOTOMY, YTO MMEIOTCSI CBEICHMS, B YaCTHOCTH,
Kacaronyecst TypeluKou NOIMmyJIsIiKu ¢ TOA0OHOM Xe BbI-
OOpKOIl OOJNBHBIX, THE BCTPEYaEMOCTh MYTAIIUU 3TOTO
TeHa Y IMallMeHTOB CO CTEPOMAPE3NCTCHTHRIM HedpPOTH-
YeCKUM CUHAPOMOM nmocturaet 33%.

Cpenu BpOXICHHBIX Hedpomatuii HaMU OBLT BBI-
IIeJIeH BapWaHT TaTOJIOTUW, Ha3BaHHBIN <«HehPOITaTus
MpU TUTNoOTUIacTUYecKoi aucruiazum» [19]. B kauecte
MOPMOJIOTUYECKUX TTPU3HAKOB IU33MOpPUOTeHe3a OITH-
CHIBAJINCh:  MYJIBTUTIIOMEPYJIIPHOCTh, COMMKEHHOCTh
U TPO3ICBUIHOCTD TIIOMEPYJI, YKOPOUCHUE TTPOKCUMAITh-
HBIX KaHaJIbIIEB, HATMINE B KOPKOBOM CJIO€ TIApEHXUMBI
«IITaMIOBaHHBIX KaHajbleB» [20]. Hepenko 3aboseBa-
HWE BBISIBJISITIOCH B HECKOJIBKUX TTOKOJIeHUsIX. Ho Toimpko
B XXI Beke BuTepaType IOSBWJINCH TaHHBIC O CBSI3U
NU35MOpUOTeHe3a C FeHEeTUYEeCKMMU BAUSIHUSAMU [21].
[Mpryem onmmMcaHHBI HAMHU BapyaHT TUITOTUTACTUYECKOM
TMUCITIa3UH TTOYEK TPECTaBIISIeTCS KaK TUTTOTUTAa3 s /T -
CILIa3usl.

B nocnenHee BpeMs cepbe3HOoe BHMMaHUe oOpa-
IaeTcss Ha CTPYKTYPHBIA TIOYSYHBIN TU33MOpPHOTEHE3,
KOTOPBIM OTMEYaeTcs TIPU ITy3BIPHO-MOUYETOYHUKOBOM
pedJokce U CIocoO0CTBYeT pa3BUTHIO peduirokc-Hed-
poratun [22]. WccnemoBaHusi, TpOBEIEHHBbIE Y IeTei
¢ peduoKkc-HedponaTueii, mokaszaid 3Ha4YeHUE MUKPO-
ATPOYMUHYPHUU KaK paHHETO ITPU3HAaKa Pa3BUTHUS TaHHOMN
natojoruu [23]. PanHee Ha3zHayeHWE OOJBHBIM JACTIM
WHTUOWTOPOB aHTUOTEH3WHITPEeBpaIIaoero GepMeH-
Ta CIOCOOCTBYET CHIDKEHUIO apTepUAIbHOTO MABJICHUS
U YMEHbILIEHUIO CTeNIeHU TPOTENHYpUHU [24].

[Ipu ipoBeneHUM KIIMHUKO-TEHETUIECKUX MCCIIEIO-
BaHM BBISIBJICHO, UTO Y T HEPEIKO BCTPEIACTCI MYITh-
TudakTOpHOE 3a00JieBaHUE, MPOSBISIONIEecs aUcCMe-
TaboIM4YecKoil HedporaTueil ¢ oKcalaTHO-KalblIMeBOM
kpucramypuein [25]. UccnenoBanus JI. M. baiirwnbnm-
HOM [26] MO3BOIVIIN BBIACUTH Pa3TUIHBIC KIIMHUIECKUE
BapuaHTBl TATOJIOTMM — OT OKCAJIaTHO-KaJIBIIMEBOTO
nuare3a 10 MOYEKaMEHHOU 0oJie3HU, pa3BUBaIOLIEHCS
Ha OCHOBe yKa3aHHOU Hedpomatuu. Bwicokas dactora
MUCMETabOMIEeCKO HedpomaTui ¢ OKCaJaTHO-Kallb-
LIMEBOI KPUCTAJUTYpUEH B 3aTPSI3HEHHOM TSKSJTBIMU Me-
TaJylaMUi perMoHe cTaja OCHOBOM 1is nuddepeHmanumn
CITOPaINYECKON ¥ 9K03aBUCUMOK (hopM 3a00JIeBaHMUS.
[1pu neyenuu nereii ¢ 3K03aBUCUMOIT (DOPMOIA, HEPEIKO
Ha3bIBacMOil IKoHedpomaTheii ¢ reMatypueit, TpedyeTcst
HCITOJIb30BaHME HE TOJTHKO MEMOPaHOCTAOMIU3UPYIOITIX
CpencTB, HO U xejaropoB. [IpuyeMm TmporpeccupoBaHUe
9KOHehPOITaTUN € TeMaTypueil MPOUCXOIUT CO CHUXKe-
HHWEM TYOYJISIPHBIX TTOYCYHBIX (DYHKIIMH, XOTS MOUYEBOM
CUHIIPOM B BUJIE TeMaTypUu MOXET U He HapacTath [27].

Ocoboe BHUMaHWE B OTIEJICHUH o0palaeTcsl Ha Tuar-
HOCTHUKY M JieueHHe MIoMepyloHedpuTa, NpoTeKarouiero
C He(ppOTUIECKMM CHUHIpPOMOM. McciemoBaHUsI KOM-
mekcoB rucrocopMectumoctd (HLA cucremsl) y nereii
C pa3IMYHBIMU BapMaHTAMM TeYeHUS HeGPOTUIECKOTO

CUHIpOMA TOKa3alu, YTO Il CTEPOUIUYBCTBUTEIbHO-
ro HedpoTUyeckoro cuHIpoMa xapakrtepHol B12 u DR2
wi DRS ¢eHoTumnsl, a mjis cTepouape3uCTeHTHOIO He-
dpotuueckoro cunapoma — DR7 denorun HLA [28, 29].
YcraHoB/IeHAa BbICOKAsl YacTOTa aTONMMYECKMX pPeakluii
MpY CTEPOUAYYBCTBUTELHOM HE(GPOTUUECKOM CHUHIPO-
me [30]. Okazanoch, 4TO Mpu HePPOTUIECKOM CUHIPOME
y IeTeil ¢ aronueit 0TMeYaeTcsl BbICOKMI YPOBEHb UMMY-
HoryoOynrHa E He TOJbKO B KPOBM, HO U B MOYE, YEro
He HaOJoaeTcsl pu OpOHXUAIBHOM acTMe. DT (haKThl
MOTYT MOATBEPXKIATh, YTO MOYKA SIBJISIETCSI OPTaHOM UM-
MyHOT€eHe3a.

ITpu crepouape3arcTeHTHOM HeGPOTUYECKOM CHUH-
JIpoMe ObUI KMCIOJIb30BAaH METO[ OIpeleeHUsI YyBCT-
BUTEJbHOCTU OOJILHOTO K INIIOKOKOPTUKOMIAM Ha OcC-
HOBE CBSI3bIBAHUSI JIEKCAaMETa30HAa CO CTEPOUTHBIMU
LIMTO30JbHBIMU penentopamu Jumdbounutos [31]. Bbi-
SICHEHO, YTO IPY TaHHOM 3a00JIeBAHUU YUCIO ITUX pe-
LIENTOPOB TMOYTU CTOJb K€ Maslo, Kak MpU AMCIUIa3uu
MnoyeyHoil TKaHu. OTMEUYEHO TakXe, 4TO MPU HATUYUU
MOPOKOB Pa3BUTHSI OPTraHOB MOYEBOI CUCTEMbI TE€UEHUE
rioMepysioHeppuTa ¢ HePPOTUYECKUM CHUHIPOMOM OT-
JINYaeTcsl 0cO0O0M TIXKECThbIO U pAHHUM (DOPMUPOBAHUEM
XPOHUYECKOI MOYEeUHO# HegocTaTouHOoCTH [32].

Hcnonb3oBaHKe TIOKOKOPTUKOCTEPOUIOB U UMMY-
HOCYNPECCUBHBIX CPEACTB IMO3BOJIUJIO BbIpAaOOTaTh aji-
TOPUTM JiedeHUsI HePOTUUECKOTO CUHApPOMA MPHU Iep-
BUYHOM IJIoMepy/ioHedpuTe. YKa3aHHbIE TaHHbIE ObUIU
ony6iurkoBaHbl B 2001 . Kak mocoOue AJist MpakTUYeCKUX
Bpaueil [33], B co3maHUM KOTOPOTO TPUHSUIM y4dacTue
BCE BeAylIUE COTPYAHMKU oTaeieHus. [TpoBeneHbl uc-
cJielloBaHUsl poJid BUpyca remnaruta B u repnecBupycoB
B [IPOTPECCUPOBAHUU TJIOMepyJoHedpUTa, U MoKazaHa
HEOO0XOIMMOCTb BKJIIOUEHMSI B KOMIUIEKCHYIO Tepamnuio
MPOTUBOBUPYCHBIX U UMMYHOMOIYJIUPYIOIIUX IMperapa-
TOoB [34]. Posib BUPYCOB B IMPOTPECCUPOBAHUU TJIOMEPY-
JIoHedpUTa MPOIOIKAET U3Y4aThCs.

IMosiBneHue ceaeKTUBHBIX WMMYHOCYIPECCAHTOB
MPUBEJIO K HEOOXOIUMOCTH MHOTOLEHTPOBOTO U3yye-
HUs 3G GEKTUBHOCTA LUKJIOCIIOpUHA A, KOTOPOE OCy-
LIECTBISIIOCh COBMECTHO C COTPYAHMKaMu Hedbposio-
ruyeckux KiaMHUK MockBbl, ExarepunOypra, Camapsl,
HoBocubupcka n Anma-Atsl (Kazaxcran). Mccnemopa-
HUE TO0KAa3aJo, YTO IOCTUXEHUE PEMUCCUU BO3MOXHO
HE TOJIbKO TPU CTEPOUTUYBCTBUTEIBLHOM, HO U MPU CTE-
POMIPE3UCTEHTHOM HedpoTuyeckoM cuHiapome [35].
IlepBblii ONBIT UCMOIL30BAHUSI IPYrOro CEJEKTUBHOIO
MMMYHOCYIIpeccaHTa — ModeTuna MukodeHoaaTa Tak-
Ke JaJT TIOJIOXKUTENTbHbBIN pe3ysbTaT [36].

B nocneanue rompl 0osbllioe BHUMAaHUE YAESIOCH
npobJieMe nporpeccupoBaHusl rioMepynonedputa. Oka-
32J10Ch, YTO MOJUMOpPGHbBIE BAPUAHTHI TEHOB UHTMOUTO-
pPOB aHTHMOTEH3UHIIpeBpallalouero GpepmMeHTa, OKcuaa
a30Ta, KOTOpbIe HUCCIEIOBAIMChL COBMECTHO C COTPYI-
Hukamu Mennko-reHernyeckoro neHrpa PAMH, moryt
ObITh MCIOJb30BaHbl KaK MapKepbl HEOJIaronpusiTHOro
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TeyeHus Hedpotuueckoro cuHapoma [37]. Ilpeaukro-
paMy HeOJAronpusITHOrO Pa3BUTHUS CTEPOUIPE3UCTEHT-
HOTO HEPOTHMUECKOTO CUHAPOMA SIBUJIMCh MaJiasi Macca
pebeHKa MpuU POXIECHUU U OKUPEHUE Y AeTel TPU pa3Bu-
TUU raomepysoHedpura [38]. Pe3ynbrarsl aTHX UCCAENO-
BaHUI LIUPOKO OOCYXAATUCH HA OTEUECTBEHHBIX U MEX-
JlYHApOIHBIX KOHTpeccax.

ONUAEMUONOTMYECKUMU  UCCIEOBAaHUSIMU  YCTa-
HOBJIEHO, YTO B CTPYKType 3a00J€BaHUIl MOYeK AOMU-
HUpYIOIIas pOJIb TPUHAUICKUT WHOEKIIMM MOUYEBOM
CHCTEMBI, U B HacTosIIee BpeMsl mpobjieMa MUKPOOHO-
BOCIHAJIMTE/bHBIX 3a00JIeBaHUII OPraHOB MOYEBOI CH-
CTeMbl BbIIILIA 3a Mpeiesbl Hedposaornyeckoi u craia
ob1eneaMaTpuyeckoi. AHaIM3 IMAarHOCTUYECKUX U Te-
paTneBTMYECKUX BOZMOXKXHOCTEH TTPY MHGMEKITNN MOYEBOM
CUCTEMBbI, BKJIIOYasi MueaoHedpUT, ObLT HAYaT B MIEPBbIE
rofibl CyllecTBOBaHUs oTaena. OTMEUYeHO 3HaueHue ce-
KPETOPHBIX WMMYHOIJIOOYJIMHOB A B pa3BUTUU ITHEJIO-
HedpuTta [39]. Ha ocHoBaHuu uzyyenusi L-¢dopm Gakre-
puii 6bUTa packpbiTa pojib UHOEKIIMU MOUYEBOI CUCTEMBI
B Pa3BUTUM TYOYJIOMHTEpCTULIMATbHOTO Hedpurta [40].
[MepcuctnpoBaHue XJIaMUINN KakK IPUYUHBI JIATCHTHO
MPOTEKAIOIEro nuesoHedpuTa ObLJIO ONPEAEIeHO Y Nie-
Tell ¢ HEWPOTEHHON UCHYHKIMENd MOUYEBOIrO IMy3bIps
[41]. B mocnenmHue rompl MCCAEAOBAaHMSI HaIpaBJIEHbI
Ha MpenynpexneHue peuuaIMBUpOBaHus MueaoHedpuTa
y IeTeil TIyTeM UCMOJb30BAHUS HOBBIX MpenapaTtoB HU-
TpodypaHoBoro psifa [42]. U3yuaercst Takke 3HAYMMOCTh
KOMOMHUPOBaHHBIX duTtornpenaparoB (kaHedbpoH H)
B JICYCHNH PEIUANBUPYIONIeH MHOEKIINA MOUYEBOMN CH-
CTEMBI.

B xvHMYeCKOM TMpakTUYeCKOM PYKOBOJCTBE IO 0O-
sie3HsiM nouek (K/DOKI) 6b110 Bbicka3aHO MHEHUE O 11e-
JIecOOOpa3HOCTU OOBENMHEHUST Pa3IUYHbIX Heppoaoru-
yeckux 3a00JIeBaHUII B IPYIITy XPOHUUYECKUX OOJIe3HEH

HE®POJIOUsA

MOYEK, 4YTO BbI3BAJIO aKTUBHYIO PEAKIIUIO COTPYIHUKOB
otaesieHust Hedposoruu. bbulo mpoaHaIM3UupPOBaHO Teue-
Hue Hedponaruii y 940 neteit, HAXOAUBILKMXCS HA JICUEHUU
B HE(DPOJIOTMYECKOU KIMHUKE UHCTUTYTA Ha MPOTSKEHUU
2005—2006 rt. myactrnaHo 2007 I., ¥ MOKa3aHoO, YTO IMpa-
KTUYECKU Y BCEX Y HUX 3a00JIeBaHUE MTOYEK HOCUT XPOHU-
yeckuil xapakrep [43]. [TosydyeHHble HAMU AaHHbIE MO/~
JEP>KMBAIOT COBPEMEHHOE MPEICTABIEHNE, UTO YKa3aHHbIE
00JIe3BHM — HE TOJbKO MEIULMHCKAsl, HO U COLMATIbHAs
npo6sieMa [44]. OnHaKO Ha OCHOBAaHMM paHee MPOBEICH-
HbIX UCCleoBaHMit [45] ObLIO MOKa3aHO, YTO MPOTPECCU-
pOBaHUE HaC/IEACTBEHHON He(posornyeckoi naToaoruu
B IIEPBYIO OYepe/ib MPUBOAUT K CHUXKEHUIO TYOYJISIPHBIX
¢yHkuuin. OCHOBBIBAsICh HAa 3TUX JAHHBIX U Pe3yJbTaTax
Hcce0BaHUSI HEMELIKMX KOJLIET, B MOHOTpaduu «XpoHU-
yecKasl MovyevyHasl HelloCTaTOYHOCTD Y IeTeil», OmyOInKo-
BaHHoOI1 non penakuueit M. C. Urnarosoit u I1. [pocmana
[46], GbLIO crelMadbHO OOpalleHO BHUMAHME Ha map-
LIMaJIbHbIE TYOYJISIDHBIE HapylleHusl y AeTell yallle BCero
MPpY TeHETUYECKU IETEPMUHUPOBAHHOM WU BPOXKIEHHOI
MaToJIOTMM OPraHOB MOYEBOIi cucteMbl (Tabdi. 2). [To-Bu-
JMMOMY, He TOJbKO TIJIOMEPYJISIpHbIE, HO U TyOYJIsSIpHbIE
HapyUIeHUsl JTOJKHbI ObITh OCHOBAaHWEM TSI BKIIIOUEHUSI
nereil ¢ HeponaTUsIMUA B IPYIIbl OOJbHBIX C XpOHUYE-
CKUMU O0JIE3HSIMU TTOYEK.

Y4uThiBast, YTO MPaKTUYECKU BCE I€TU ¢ HEDpomaTu-
SIMU SIBJISIIOTCSI OOJIbBHBIMU XPOHUYECKHMMU 3a00JI€eBaHU-
SIMU TOYEK, CMIEHUATIbHO M3Y4yaeTcsl BIMSIHUE PEHOIPO-
TekTuBHOI Tepanuu [47]. ITojgyyeHbl ONTUMUCTUYHBIE
pe3yJIbTaThl TPU CBOEBPEMEHHOM Ha3HAYEHUU DHAIA Jie-
TSIM C HacJieACTBEHHbIM HedpuToM [48].

Creayer MoAyepKHYTh, 4TO oOpallleHUe 3a crelua-
JIN3UPOBAHHON HedpPoJornyeckoll MOMOILbI0 B ciyya-
SIX HACJIeNICTBEHHON W BPOXJAEHHON MAaTOJOTUMU TMOYeK
OYEHb YaCTO 3ama3blBaeT, TaK Kak MepBble MPOSIBICHUS

Tabauya 2. Knaccndukaumus napymenunii GyHKIui noyex y aereii [46]

THII IPENMYILECTBEHHOTO HAPYIEHHSI

CreneHb
HapyIICHU N . OJTHOBPEMEHHOE MTOPAXKEHUE TJIOME-
KJ'[yGO‘lKOBbII/I KaHaJIbLIEBbIU
PYJ1 ¥ TYOYJIOMHTEPCTULIAS
Hapyienue ¢gpunsrpanumn
TTH I Hapymenne dunprpaniun ~ HapyieHue KaHalIbLEeBbIX QYHKIIAI .
AL A D ApYIICHNE KaHATbLC e U TYOYJSIPHBIX DYHKIIMIA
KomMmneHcrupoBaHHBIE U CyOKOMIIEHCMPOBAHHbBIE HAPYILIEHUS
ITH Ila H
. apyleHue (puiasrpanuu
H Hue punsTpanun  H HME KaHAJbLEBbIX KL N
apyliieHue (puibTpal apylieHue KaHalble (YHKIT 7 TYGYIPHEX yEKIH
ITH [16—XIIH I JlekoMITeHCUpOBaHHbBIEC HAPYIIEHUS (DMIIBTPALIMU Y KAHAJIBLIEBBIX (DYHKIIMI
ToTanbHas ¢ Ha eHueM  Yare mapuuanbHasi ¢ Ha eHHEM
XITH 11 pyI e py TotanbHast
romeocrasa romMeocrasa
TepmuHanbHas TepmuHasbHas1, Kak MPaBUIO TepmuHanbHas
XITH III—1XTTH p p ’ p ’ p
ToranbHas TOTaJIbHAS ToranbHast

Ilpumeuanue. ITH — napuuanbHble HapyuieHus: GyHKuuu nouek; XITH — xpoHuyeckast moyeyHasi HeqoctaroyHOCTh; TXITH—TepmuHanbHas

XpOHMYECKas IMoYe€yHass HEAOCTaTOYHOCTb.
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XPOHHUYCCKUX 0oJIe3Hel TToYeK HEPEAKO BOCITPMHUMAIOT-
Csd BpadyaMU KakK IMMpU3HaKn HEIIOYEYHOM MaTOJOTUH.

3AK/IIOYEHUE

Takum oGpaszom, 3a 40 J1eT CylIecCTBOBAHUSI OTHEse-
HUSI HACJIeICTBEHHBIX U MPUOOPETEHHbIX OOJIe3HEN MO-
yek Mockosckoro HU W neauatpuu u 1eTCKOM Xupypruu
COTPYAHUKU OTBETWJIM HA MHOTHWE BOMPOCHI SMUAEMU-
osiorun Oosie3Hel movek y aeteil B Poccuu u 3ay1oxu-
JIU OCHOBBI CO3[aHMSI COBPEMEHHON Hedposornyeckoi
CITyXObl, a TaKX€e PEUIWIM MHOXECTBO BOMPOCOB, Kaca-
IOILIMXCSl AMATHOCTUKU U JICUEHUST pa3InuHbIX 3200s1eBa-
HUI OpraHOB MOYEBOH cucTeMbl. BriepBbie B MUpe ObLIO
3as1BJIEHO O CYIIIECTBOBAHUU CBOEOOPA3HOIO NU33MOpPU-
OoreHesa IMOYE€K, HA3BAHHOTO «TUMOIUIACTUYECKON AU-
cIuia3ueil», U onucaHbl KIMHUKO-MOP(OJIOrnyecKue Ba-
pUaHTBl 3TOTo cTpaaaHus. [1pu 3ToM BrepBble B Halllei
CcTpaHe ObUIO UCIOJIb30BAHO 3JIEKTPOHHO-MUKPOCKOMU-
Yyeckoe ucciaenoBanue Hedpoduornrara.

OO0pallleHO BHUMaHKE Ha BBICOKYIO YacTOTy AMCME-
TaboMM4YecKoil HedpomaTuM ¢ OKCalaTHO-KablIMEBOM
WIA YPATHOW KPUCTAUIYPUEH, UMEIOLIECH cropaauye-
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