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B nocnepHve roabl HabnogaeTcs pocT NOYEYHOW NaTonorum
cpean petei. MNoukn siBRsiOTCA opraHom, obecnevmBaloLLUM Mno-
CTOSIHCTBO romeocTasa B opraHuame. PyHKLUUM noyek cocTosT
B NoafepxaHum obbema LUMPKYNUpYHOLLEA KPOBU U APYTUX Xua-
KOCTel BHyTpeHHel cpedbl; obecrneyeHnn nocTosiHCTBa KOHLIEH-
TpaLUMM B HUX OCMOTUYECKN aKTUBHbIX BELLECTB U OTAENbHbIX MO-
HoB, pH KpOBW, 3KCKPELMM YyXepoaHbIX BellecTs. VIHKpeTopHas
OYHKLMSI MOYeEK CBsi3aHa C UX ponbio B 06HoBNeHun Genkosoro
cocTaBa KpoBw, BbipaboTke rMnoKo3bl, 3pUTPONOITUHA, PEHUHA,
npocTarnaHaMHoB, akTUBHLIX hopM BuTamuHa D,. MopaxeHue
royek B JETCKOM BO3pacTe HepeaKo SBMSeTCs NPULKMHON pasButus
y B3pOCHbIX CTOMNKON apTepuarnbHON rmnepTeH3nn, NpuBOAsLLEN
K CMEpTU OT KapamnoBacKynspHbIx 3abonesanuii [3, 4]

CBoeBpeMeHHas gnarHoctuka 6onesHer noyek y getew, HasHa-
YeHune paumnoHanbHoN Tepanuu, NnpoBeaeHVe peabnnutaLoHHbIX

MEpPONPUSATAIA MOXET NpeaynpeauTb pasBUTUE TSKESbIX OCIOoX-
HEHWIN, B TOM YMCE N XPOHUYECKOW MOYEYHOW HEAOCTAaTOYHOCTM
[2]. B HacTosILLEee BpeMs LUMPOKOE NPUMEHEHME MOMyYnin BbICO-
KOMH(OpMaTBHbIE MeToAbl NTabopaTopHOro, ynbTPasByKoOBOrO,
PEHTreHOypONornM4ecKoro, paanon3oTornHOro, UMMYHOMOMMYECKOTO,
reHeTU4eckoro MeTodoB mccrnegoBaHus. OgHako, NpaKkTUYecKu
04eHb BaXkHO AN pebGeHka NpoBefeHNe TONbKO TEX UCCIeA0BaHu,
KoTOopble HeobXxoaMMbl AN NOCTAHOBKU AuMarHo3a v NpoBEAEHNs
andbdepeHLmManbHOM MAarHOCTUKU C ApYrMMK 3aboneBaHusaMu.
MpaBunbHas oueHKa AaHHbIX, NONyYeHHbIX B pe3ynstate obcne-
[oBaHus pebeHka, ABNseTCs OCHOBOW Ansl yCTaHOBNEHNS1 TOYHOIO
avarHosa.

CemunoTtuka 3aboneBaHunii NoYek MMeEeT CBOU OCODEHHOCTH,
BKINIOYaET pe3ynbraTthl (PU3MKanNbHOro U napakiMHUYecKoro nc-
cnenosaHus. Y 60nbHOro MoryT GbIThb xanobbl obLlero xapakre-
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pa: cnabocTb, HeaoMoraHue, NoTepst anneTnTa, roNoBOKPYXeHWe,
6eccoHHuLa, ronosHas 6onb. MoBbileHWe TemnepaTypbl Hepeako
CBs13aHbl C NATONOrMeN NoYeK, Takmnx Kak NUenoHedpuT, BTOPUYHbIE
rnomepynoHedpuThl, peHanbHbI HecaxapHbin guabert, Tybynsp-
HbI aumMaos.

CHuXeHne guypesa xapakTepHO Ans rmomepynoHedpuTa,
TyGynouHTepcTuynanbHoro Hegputa, OCTPON NOYEYHON HeJo-
CTaTOYHOCTM Pa3nuyHoO aTnonorun. 3agepxkka MovencnyckaHus
(MLypust) MOXET ObITb OCTPOI M XPOHUYECKOW, MOSHOWM MK YacTny-
HoW. [pnYnHBI YacTu4HOWM nwypumn (knanaH, CTPUKTYpa ypeTpsbl,
KaMHM, onyxosb) BeayT K HEMOMHOMY ONMOPOXHEHWIO MOYEBOTrO My-
3bIpsl, OTMEYaEeTCs HanMuue ocTaTodHol Mouu. [MonHas 3apgepxka
MOYM BO3MOXHA MPY aTOHUK MoYeBOTO Ny3bipsi. Mpu HegepxaHum
MOYN — 3Hype3e — HeOBXOAUMO YTOUHWUTL €ro NPUYUHY (OpraHu-
Yyeckoe 3aboneBaHve novek, HEBPONOrMYecKkne NpUUMHBLI U Ap.).
HukTypusi HabntogaeTcs Npu peHanbHOM HecaxapHom auabeTe,
paHHeln CTagun XPOHUYECKOW NOYEeYHOW HeJoCTaTOMHOCTU. Yya-
LeHHble, Bone3HeHHble MoyeucnyckaHusi y pebeHka ykasblBatoT
Ha LMCTUT, ypETPUT.

Xanobbl Ha 6ony B NOACHUYHON 06MacTy YacTo NPeabABNSIOT
©6onbHble rmomepynoHedputom, IgA HedpponaTunen, nuenoHedpu-
TOM, rugpoHedpo3oM, MovekameHHoW GonesHbto. [MNpu rmomepy-
noHedprTe 6ONM BO3HMKAKOT BCIeACTBME PACTSHKEHUS NOYEYHON
kancynel. MNpy novyeyHon konmke 60N UHTEHCUBHbIE, CXBATKO-
obpasHble, 0AHOCTOPOHHWE, UppaaupytoLme B nogpebepbe, BHU3
no XoA4y MOYETOYHUKA, B MoYencrnyckaTesbHbIn kaHan. CunbHble
6onu B NosiCHNYHOM obnacTy MoryT HabngaTbesa npu Tpombo3se
MoYeYHbIX BEH, TpaBMaXx, anoctemMaTo3HoM HedppuTe. [Mpu Hedppon-
TO3e 6ONM B XMBOTE UMK MOSICHUYHOM 0BnacT AeTn CBA3bIBaOT
¢ 6erom, npbbkkamu, TaHUamu. HabniogaeTcst yacToe coveTaHve
HedpponTosa co ckonmo3oM. lMaumneHTbl paHHero Bo3pacTa Bblpa-
XatoT 6oneBon CUHAPOM Nnavem, KpUKoM, 6eCrnokoCcTBOM.

Bonwu B xwuBoTe HabntogatoTca y 60MbHbBIX C pasnnyHoOW naTo-
norven no4vek: ny3blpHO-MOYETOYHUKOBBIN pednioke, rmapoHed-
po3, aHoManuu pasBuTUSI MOYEK, ONyXonb, yponutnas. bBonesow
abooMuHanbHbIA CMHOPOM XapakTepeH Ans pa3BMBaloLLErocs
HepPOTUYECKOrO rMNOBONEMMNYECKOTO LLOKa, TPOMG03a NoYeYHbIX
BeH. boneBbiM abgoMuUHanNbHBIM CUHAPOMOM, Hapsdy C KOXHbIM
N CycTaBHbIM, NMPOSIBNSIETCSA remMopparnyeckuii Backynut. bonu
B XXWMBOTE, BO3HMKAOLME NPU ANUTENBHOW KOPTUKOCTEPOUAHOWM
Tepanuu, MoryT GbiTb CBSi3aHbl C PasBUTUEM OCMOXHEHWUI CO
CTOPOHbI XEMYyA0YHO-KMLLEYHOTO TpakTa (3po3uun, si3Bbl Xenyaka
1 ABEHaauaTMnepCcTHOW kuwku). Bonu BHKU3Y xuMBOTa B coMeTaHUK
C UMnepaTUBHbLIMU NO3bIBAMU K MOYEUCMYCKaHWIO TUMWYHbI Ans
unctuTa. BonesHeHHOCTb B HMXHUX KOHEYHOCTSIX HabnoJaetcs y
neten ¢ pocar-guabetom, cmHapomom ae-ToHn-febpe-OaHKoHW.
Bonu B KOCTAX, B NO3BOHOYHMKE MOTYT BO3HWUKaTb NpY ANUTENbHON
KOPTUKOCTEPOUAHONM Tepanuu us-3a pas3BuUTKs Y 6OMbHbIX OCTEO-
noposa. MNonuypus 1 nonuAuNcus xapakTepHbl Anst 6onbHbIX
C peHanbHbIM U TMNoU3apHbIM HecaxapHbiM AvabeTom, CuH-
apomom fae-ToHun-[ebpe-PaHkoHu, TyOynsipHbIM aumMgo3oM, Xpo-
HUYECKOW MOYEeYHOW HEe[OCTaTOYHOCTbIO (KOMMEHCMpOBaHHas
1 cybKkomneHcMpoBaHHasa ctagun).

Mpn cbope aHaMHes3a BaxHbl cBeAeHUs 06 OTAroLweHHoW no
NoYeYvHoO NaToNnorMmn 1 apTepuanbHo rMnepTeH3nn HacneacTBeH-
HOCTW, TeYeHUn 6epeMeHHOCTM 1 podoB, O NPOdeccHoHanbHbIX
BPEAHOCTSX U BPEAHBIX MPYBbIYKaxX y poautenei. [Mpy nepsnyHoM
obpalleHnn 6orbHOro BbISICHAIOTCS! BCE 0COBEHHOCTM pa3BUTHS
60rne3Hn y 4aHHOrO NaLUMeHTa, YTO NO3BOMSIET BbIAENWUTb OCHOBHbIE
BedyLuMe CMHAPOMbI U akKTopbl, NPEALLIECTBOBABLUME PA3BUTUIO
AaHHoro 3aboneBaHus

Mpn ocmoTpe BonbHoro obpallaercs BHMMaHWe Ha obLuee co-
CTOsIHUE, NONOXeHWe, CoO3HaHNe, ocaHKy, huandeckoe passuTue,
noxogKy, pa3suTue peyn, BelpaxeHne nuua. lecbopmaums ckeneta
y [eTel paHHEero 1 AOLKOMbHOro Bo3pacTa HabnogaeTcs npu Ty-
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Oynonatusax (pocdat-guaber, cuHgpom ae ToHu-[ebpe-PaHKkoHn,
noyeyHbIn TyOynsapHbii aungos). Octeonatus MOXeT ObiTb 00y-
COBMEeHa XpOHUYECKOIN NOYEYHOM HeJOCTAaTOYHOCTBIO, NEPBUYHON
1 BTOpu4Hon Tybynonatuen. BaxHo obpaTtnTb BHMMaHWe Ha Ha-
nM4ne cTurMm au3ambproreHesa 1 CoeanHUTENbHO-TKAHHON AuC-
nnasuu, gedopmaLmio NO3BOHOYHMKA (CKOMMO3).

BrnegHocTb KOXHbIX NMOKPOBOB HabrniogaeTrcss npu pasnuy-
HbIX 3aboneBaHnsiXx Noyek (rmomepynoHedpuT, NuenoHedpuT)
n obycnoeneHa aHrmocnasMmom. brnegHocTb koxu, coveTaroLas-
€1 C ee MPaMOPHOCTbIO, XONOAHbIE KOHEYHOCTH, poxenogobHas
MUrpypytoLLas apuTemMa Ha nvue, Tbifie CTOmMbl, XUBOTe, NageHne
apTepuanbHOro AaBreHns SIBASOTCS TUMUYHBIMKW CUMMITOMamMu
ANs1 pa3BUBAOLLErOCs MMMNOBOSIEMUYECKOTO LLIOKa B CTaAUN LieH-
Tpanu3auuy KpoBoobpalleHus Npu HedppOTUYECKOM CUHAPOME
y OeTen. Pe3skasi 6rie4HOCTb KOXHbIX MOKPOBOB C CYyOMKTEPUYHBIM
OTTEHKOM HabnoaaeTcs NpY reMoNUTUKO-YPeMUYECKOM CUHAPOME.
Y BOrbHBIX C XPOHUYECKOWN NOYEYHOW HeJOCTaTOYHOCTbLIO BnegHo-
XKENTyLIHas oKpacka KOXW COYETaETCsl C €€ CyXOCTbHO, LUENyLUEHN-
em, criejammn pacyecoB, KPOBOM3NUAHMSMU (neTexun). CuHOpom
MueHko-KylunHra, passuBatoLmincs y 60rbHbIX rnomepynoHedpu-
TOM NPV ANUTENBHOM NpUemMe KOPTUKOCTEPOUAHBIX NpenapaTos,
COMPOBOXAAETCS NOSIBEHMEM Ha KOXE MOMOC PACTSHKEHUS (CTpUK).
CuMMeTprYHas remMopparvyeckasi Cbifb € Nlokanuaaumer Ha pas-
rnbaTenbHbIX 06nacTsax CycTaBoB TUMMYHA ANs MOPaXKeHUs Moyek
npu remopparm4eckoM BackynmTe.

OTekn MOryT ObITb OBLLMMK U NOKanu3oBaHHbIMU. PasnuyaioT
oTeku nepudepuyeckme, NONOCTHbIE 4O CTEMNEHU aHacapku (C ac-
LUMTOM, TMApOTOpaKcoMm, rugponepukapgom). OTeku pasBuBatoTcst
npu 3aboneBaHusIX NoYek, cepaua, nevyeHn, ropMoHarnbHbIX Ha-
pyLueHusix (MMkceaema, rmnepcekpeLmsi MUHepPanoKopTUKOUIOB),
ANUTENbHOM rofioAaHUM U Kaxekeuu, Npu cuHapoMax Manbabcopo-
ummn, TpoMB03ax BEH, HapyLLIEHUM OTTOKa NMUMdbI, NekapCTBEHHOW
1 nuweBon anneprun. MNMoyeyvHble OTEKM BCTpeYaloTCs Npeumy-
LLIEeCTBEHHO MPW NEepPBUYHOM U BTOPUYHOM FrioMepyroHedpuTe,
WHTEpCTULMArIbHOM HedpuTe, OCTPOW NOYEYHOM HEAOCTAaTOHHOCTY,
amunonao3se, anabeTmyeckoM rnomepynockrnepose, BpoXaeHHOM
HebpoTN4eCKoM crHApomMe. PacnpocTpaHeHHble nepudepuieckme
OTEeKM (UL, TYNOBWLLE, KOHEYHOCTM), acumT HabnogaTca npu
HeppoTUYECKOM CMHOPOME, NIIOTHbIE OTEKN MPENMYLLECTBEHHO Ha
Bekax (HeppuTU4ecKne oTekn) — npu nuenoHedpuTe, BPOXAEH-
HbIX aHOManusax noyek. BeingyvnBaHe 04HON NONOBWHbLI BPIOLLHON
CTEHKN B 06nacTu XMBOTA, NOSICHALE MOXET GbiTb CBA3aHO C M-
ApoHedpPOo30M, onyxonblo. MpUNyxnocTb B HUXKHEN YacTu XuBoTa
HabntogaeTcs Npyu HarnoIHEHHOM, aTOHUYHOM, PaCTSIHYTOM MoYe-
BOM ny3bipe. CrneayeT NpoBOANTbL OCMOTP MOYENOSOBbIX OPraHoB,
Npu KOTOPOM MOXHO YCTaHOBUTb aHOManuu, BocrnanutesbHble
ABNEHWS1, BblAENEHNS.

ApTepuanbHas runepTeHsus y 60nbHbIX ¢ 3a6oneBaHnsMm no-
Yek MOXeT BbITb NapeHXMMaTO3HOW, Ba3opeHaribHOM Y CMeLLaHHOTo
reHesa. [MpnymMHO NnapeHXnMaTo3HOM apTepuarnbHON rMnepTeH3nm
ABNSAOTCA MOMepyNoHedpUT (aKTMBALUS PEHUH-AHTUOTEH3UH-
anbAOoCTEPOHOBON CUCTEMbI), MMenoHedpuT (Ha oHe Ny3bIpHO-
MOYETOYHNKOBOTO pecbritokca, aHoManuu pa3BuTUs MOYEBOW CU-
CcTeMbl), MONMKNCTO3 NoYeK, pedniokc-Hedponatus. HedporeHHas
apTepuvarnbHas rmnepTeH3ust YacTo Habntopaetcsl y 60mnbHbIX Xpo-
HUYECKNM NUenoHedpUTOM, OBCTPYKTUBHBIM NNeNnoHedpUTOM,
npu pednokc-HedponaTnm, BTOPUHHOM CMOPLLMBAHMUMN MOYEK,
BPOXOEHHOW OBYCTOPOHHEN MMMONMasun novek, onyxonm Moyku.
BasopeHanbHas rmnepreH3usi pa3BuBaeTcs BCreAcTBUE CTEHO-
3a MoYeYHbIX apTepui, COaBMUBAHWS NMOYEYHbIX apTepPUin U3BHE,
HedpponTo3a (C PyHKLUMOHANBHBIM CTEHO3NPOBAHMEM MOYEYHOMN
aptepun). Ana anddepeHumansHon gMarHoCTUKM HedporeHHom
TMNEepTEH3UN C NepBUYHON apTepuanbHON rMnepTeHanen npume-
HSIETCS CYTOYHOE MOHWUTOPMPOBaHWE apTepuaribHOro AaBneHust
(xonTepoBCKOe MOHUTOPUPOBAHKE).
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Anroputm guddepeHuManbHOM ANarHOCTUKM LIUCTUTA , NMenoHedpuTa, Tybepkynesa noyek

CumnTombl 3aboneBaHus Uncrur Muenoxedpur Ty6epKynes nouek
Ownsypwusa Ectb MoxeT 6bITb Pe3ko BbipaxeHa
Monnaknypwusa Ectb Ectb Ectb
CUMNTOMBI MHTOKCMKaL MK He BbipakeHbl BbipaxeHbl Pe3Ko BbipaxeHbl

TemnepaTypa Tena MoxeT 6bITb cy6debpunutet

DebpunbHoe NnoBbieHne [OnuTtenbHbIn

MoueBoli ocagok co4yeTaTtbCAa C TepMVIHaJ'IbHOVI

cy6debpunuter
BblpaxeHa, M.6. runepemusn
bnegHoOCTb KOX1 He BbipaxeHa BbipaxeHa ek
JleikoumnTypura moxet . .
JleikoumnTypuna coyeTaeTca ¢ Jlerikouymntypusa

. NpoTENHYpUen coueTaeTca C remaTypuen
remaTypuen p yp yp
bakTtepuypua He3HauutenbHas 3HauyunTenbHanA He xapakTepHa
. Ty6epKynesHble byropku
M3meHeHna cnnsmncTomn o6oouKm M3meHeHuA oT KaTapanbHbIX YOEPKY. yrop
He nameHeHa C U3bA3BIEHUAMN Ha
MOUYEBOro My3blpA NP LUCTOCKONWK | (rMnepemmus) Ao raHrPeHO3HbIX -

JKcKpeTopHas yporpadus Moukun 6e3 n3meHeHUn

[edeKT HanonHeHnA B
06nacTu yaleyek, NOXaHoOK
(npwn obpasoBaHun
KaBepHbl)

Hedopmaums yalleyHo-NoXaHOUYHOM
CUCTEMbI, aHOMANNM Pa3BUTUS MOYEK

BHenoyeyHbIMM cHApoMamm npu 3aboneBaHnsIX NoYeK SBMSOT-
cs apTepuarnbHasi TMnepTeH3usi, oTekun, rmnepasoTemusl, oTcTaBa-
HWe B pocTe 1 PN3M4ECKoM pa3BuTnK, bonesor (abgoMUHanbHbLIN,
MOSICHUYHBI), CTUrMbI AM336proreHesa, MHTOKCUKaLIUSI.

MoyeyHbIli CMHAPOM NPOSIBRSIETCS HapyLUEHWEM MoYeoTaerne-
HWSl, IAMEHEHUSIMW B aHanm3ax Mouun (NpoTenHypusi, remaTtypusi,
NenKoUMTYpUsi, MOBbILLEHHASA SKCKpPeLUsi conew, LMnuHapypust),
OnuUrypuen, aHypuen, nonuypuen, nonnaknypuen, ypexeHHbim
MoYeuncnyckaHuem, HUKTypuen, bakrepunypuen.

Onurypus (yMeHbLUEHWE KOnu4ecTBa CyTOYHOM Mo4m Huxe 1/3-
1/4 oT BO3paCcTHON HOPMbI) MOXET ObITb NpepeHarnbHON, peHanbHOW
1 noctpeHanbHol. MNpepeHanbHas onurypust obycnosneHa u3-
ObITOYHON MOTEPEN XUOKOCTM IKCTpapeHarnbHbIM NyTem (pBOTa,
MOHOC, MOBbILLIEHHAsA Nepcrnupauus Npu BbICOKOW TemnepaType,
oablILLKe U hM3NYECKON Harpy3ke, BblpaXXeHHasi NOTNNBOCTb), Kpo-
BOMOTEPEN, HEAOCTATOYHbIM NMOCTYMNMNEHNEM XUAKOCTU. PeHanbHas
ONUrypusi HaCTynaeT Npy NOPaXKeHUN CamuX NOYEK C BOBNEYEHNEM
Kny6oukoB (rnomepynoHedput), TybynomHTepctTuums (TyOynomnH-
TepcTuumanbHbIi HeOpUT), COCYAO0B NOYEK (CUCTEMHbIE BaCKYIUTHI,
reMonMTUKO-ypeMUYECKUn cuHApoM, ambonus). INocTtpeHanbHast
ONnUrypus passmnBaeTCcsi Npu ABYXCTOPOHHEN 0BCTPYKLMM MOYEBbI-
BOOALLMX NyTen (MovyekameHHasi 6onesHb, onyxonu, obCcTpyKumst
MouyencnykaTenbHoro kaHana).

Monnypus (BblaeneHne n3bbITOYHOro KonmyecTsa Mo4n, 6onee
YeM B 2 pa3a npeBsblLLatoLLiee BO3pacTHY0 HopMy munu 6onee 1500
MIT Ha KB.M MOBEPXHOCTMW Tena) Habnogaetcs npu Tybynonatumsix
C CMHOPOMOM Monuypumn (NOYEYHbIM HecaxapHbIn guabert, noveu-
Hasi rMKo3ypus), MONNYpPUYECKON CTagum OCTPOM U XPOHNYECKON
MoYe4HON HeJoOCTaTOYHOCTU, NPU CXOXOEHUN OTEKOB Y GONbHbIX
C HedpoTuyeckum cuHapomom. Monnaknypus (yyalleHHoe Mo-
YyeuncnyckaHue) oTMeyaeTcsl NPy OXNaxXAeHUu, UUCTuTe, rmnep-
pednekTopHOM MOYEBOM Ny3bipe, HEKOTOPbIX BUAOB HEBPO3OB,
npu pasapaxeHuu ypeTpbl KpUcTannamm conei, BocnanutenbHbIM
npoueccoM. [indypus (6onesHeHHOe MoYencrnyckaHne) BO3HNKaeT
npu uucTuTe, ypetTpuTe, ByrbBuUTe, 6anaHomnocTuTe, Npy NpoXox-
AEHMU NO MOYEBbIM MYTSM CTYCTKOB KPOBW, KPUCTamnoB COnen.
M3octeHypusa (yoenbHbii Bec moyn paseH 1010-1012, To ecTb
yaensHomy Becy 6e36enkoBov YacTu nnasmMbl KPOBKU) MOXET ObITb

OOHUM UX PaHHUX CUMMTOMOB MOYEYHOW HedoCTaTO4YHOCTU, Mo-
YeyHoro HecaxapHoro gnabeta. HukTypusi (npeobnagaHme HOYHOro
Avypesa Hag OHEBHbIM) CBUMAETENbCTBYET O HAPYLLEHUN CYyTOYHOTO
pyTMa BbleneHne Moyu.

[ns AnarHoCTUKY NaTonornm NoYek npu MoYeBbIX CUHOPOMAX:
NerkouuTypusl, MPOTEUHYPUSI, reMaTypusi MoryT BbiTb UCMOSb30-
BaHbl anropuTmsl (puc.1, 2, 3).

MpoTenHypus. PasnuyatoT 3 cTeneHn BbIpakeHHOCTU NpoTeu-
HYpUK: MUHUManbHy (Manyto) npotenHyputo (ot 0,033 go 1,0
r/n vnn cytodHasa notepst 6enka o 0,5 r), ymepeHnyto (1,0-2,5-
3,0 r/n, c cytouHow notepein 6enka ot 0,5 0o 2,0 r), BblpaXeHHyto
npoTenHyputo (6onee 3,0 r/n, ¢ cytouHow notepen Genka Gonee
2,0 r). MuHumanbsHasa NpoTenHypust MOXeT ObITb OPTOCTaATUYECKOW
(npwn HedbponTo3e), Habnoaaetcs Npu TyGynoMHTEPCTULMANBHOM
HedpwuTe, NuenoHedpute. YMepeHHas npotenHypus obycrnosneHa
nopaxeHWeM napeHX1Mbl MOYEK 1 BCTpeYaeTcsl Npy Bcex BapuaH-
Tax rnomepynoHedpuTa, UHTEPCTULMANbHOM HedpuTe, GoNbLUNH-
CTBE BPOXAEHHbIX U HacneacTBeHHbIX HedponaTuii. MaccuBHas
(BbIpaXXEHHas) NPOTEUHYPUsI XapakTepHa Anst HedpOTUYECKOro
cuHAapoma.

FemaTypus. Pasznuyator Mukpo- 1 makporematypuio. Mukpo-
rematypusi xapakTepuayeTcs OTCYyTCTBUEM U3MEHEHUS LiBETa MOYU
1 0BHapyXeHNem 3pUTPOLIMTOB NULLL MPY MUKPOCKOMUK Ocafka.
Mukporematypusi MOXeT OblTb 3HauMTenbHoW — Bonee 50-100
3pUTPOLIMTOB B Mose 3peHus, ymepeHHon — 20-50 B none 3peHus
N He3HauuTenbHon — Ao 10-15 B none 3peHus. Fematypus GbiBaeT
WUCTUHHOW 1 NOXHON. Mpun NOXHONM rematypumn KpoBb NpUMeLLBa-
€TCs1 K MOY€E 13 NOOBbIX OPraHoB. [py UCTUHHOW remaTypumn KpoBb
nonagaeT B MOYY U3 NMOYEK N MOYEBLIBOAALLMX NyTel. MIcTHHas
reMatypusi BO3HUKaEeT Npu BOCNanuTEmNbHbIX UMW OMyXoneBbiX
npoweccax B MoYKax Ui MOYEBbLIBOASLUMX MYTSAX, CTPYKTYPHbIX
HapyLLeHUsiX B knyboykax npu HEKOTOPbIX BPOXAEHHbIX M HAacnea-
CTBEHHbIX 3aboneBaHUAX NoYek, MOXET BbiTb CBA3aHa CoO 3Hauw-
TenbHOWM Kpuctannypuen n obpasoBaHmem kamHen. lemaTypus, co-
YeTarowasicsl ¢ 6oneBbIM CMHAPOMOM, HabrnogaeTcs Npy NoYeYHoN
Kornuke y 605bHbIX C MOYeKaMeHHOM 6one3Hbio, NPy NPOXOXAeHUN
Mo MO4YEeBbIM MYTSM CTyCTKOB KPOBM (KpoBOTeYeHue npu Tybep-
KyNe3HOM MOpPaXKeHWM, OMyXOnsiX MOYEBON CUCTEMBI, TPOMBO3ax
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MoYeYHbIX COCYA0B, NanunispHoM Hekpose). bea 6onesoro cuH-
ApoMa NpoTeKkaeT reMaTtypusi Npy pasnuyHbIX Buaax HedponaTtui
KaK BPOXOEHHOro, Tak U NpMoBpeTeHHOro xapakTepa.

Nenkouuntypus MoxeT BbITb NPOSIBNIEHWEM BOCMANMTENbHOTO
npouecca kak 6akrepuanbHOW, Tak n abakTepuansHoW npupoabl
CO CTOPOHbI NOYEK N MOYEBLIAENUTENBHOW CUCTEMBI (MCTUHHAS
nevikountypms). JloxxHaa nenkounTypms — Korga NenkounTbl no-
nagatoT B MOYy NpW BOCNAnUTENBHOM ¥ anfeprnyeckom npotecce
HapYXHbIX NOMOBbLIX OPraHoB.

Mpw ocTpoM TeveHun nuenoHedpuTa M 060CTPEHUM XPOHNYE-
CKOro nerkounTypusi 6biBaeT 3HauUMTENbHAsS U CONPOBOXAAETCS
YMEepEeHHOW NpoTeunHypuen, Hepeako npotekaeT Ha PoHe UHTOK-
cukaumm n 6onesoro cuHapoma. MNpu umcTuTe, ypetpute, 6ana-
HOMOCTUTE NENKOUMTYpUs conpoBoxaaeTtcsa ansypuen. Ctomnkas
nenkouuTypmsi HabnogaeTcs Npy NOPaXXEHNN MOYEBbLIX NyTEN MU-
KOMMa3meHHOW, rpubkoBOM, XNamuaNAHON NHAEKUUSIMU, a Takke
npu Ty6epkynese noyek n Mmovesbix nyTen. MNpu abaktepnansHoOM
MHTepCTULManbHOM HedpuTe NenkounTypus obbIYHO codeTaeTcst
C MUKporemaTtypuen u yMepeHHOW NpoTENHYPUEN.

BaxxHa oueHka Tuna nenkouutypuu (ypouuTtorpamma) gns
ONarHoCcTukn MHGEKLMN MoYeBbIBOASLMX nyTen. MNMpeobnagaHve
HenTpodunos 80-100% cBuaeTenbCTBYEeT O BOCNANUTENbLHOM
npotecce B No4kax, B YaCTHOCTU nNuenoHedpuTa, npeobnagaHue
MOHOHYKreapoB (nMMmadouunTos, MoHouuToB) 6onee 60-70% yka-
3bIBAET Ha HanM4Me UMMYHHOTO MnpoLecca (rnomepynoHedpuTa),
Hanunuune 303nHodunos (6onee 50%) xapakTepHO AN NOPaKeHUs
MOY€eBbIBOOALLMX NYTEN Y AETEN C CUCTEMHOW annepruen.

BakTepuypus cumtaeTcsi NaToNorMyeckon, To ecTb NaTorHo-
MWYHOW ANsi BOCNanuTenbHOro npouecca B noykax (nuenoHed-
puT), npu BbiceBe 100000 MnkpoOHbIX Ten 1 6onee B 1 M MOYK.
Mpun nx konnyectee HMxe 1000 pe3ynbTaT oUeHMBAETCA Kak OT-
puuatenbHbin. Konndectso mukpobos 10000-100000 B 1 M Moumn
cBMAETeNbCTBYET 06 MHPULMPOBAHHOCTU MOYEBBLIBOASLLMX MyTeN
1 noyek. KoHueHTpaunoHHas yHKUMS NoYek oLueHMBaeTCs Nno
npobe 3uMMHUMLKOro, kKNnybodkoBasi punsTpauns — no KrMpeHcy
3HOOreHHoro kpeatmaHuHa (Nnpoba Pebepra). B Hopme knybouy-
KoBas unsrpauma pasHa 80-120 Mn/MUH Ha cTaHAapTHYO No-
BepxHocTb Tena (1,73 m?).

OcHoBHble BMoOXMMMYECKNEe Noka3aTenu KpoBu, HeobxoaumMble
ANs uccnefoBaHUs NpU NOYeYHOW NaTonornn y AeTeit: a3oToco-
Aepxallue BeLlecTBa: MOYeBUHa, KpeaTUHWH, MoYeBasi KUCNoTa.
YpoBeHb MOYEBMHBI B CbIBOPOTKE KPOBW KonebneTtcst B npeaenax
3,5-8,33 mmonb/n, kpeaTuHMHa — 44—88 MKMOnb/M, MOYEBOW K1UC-
notbl — 0,15-0,24 mMmonb/n, X ypoBeHb MOBLILLIAETCA NPU pas-
BUTWUU NOYEYHON HEQOCTATOYHOCTMU.

Mpwn cHMxeHun obuiero 6enka, anbbyMNMHOB CbIBOPOTKN M ANC-
npotenmHemMun y pebeHka pa3BmBaoTCs OTEKM Pa3nuyHoO cTeneHn
BbIPaXXEHHOCTW. ONEeKTPONUTHbIe HapyLleHWs HabnioaatTcs npu
OCTPOW 1 XPOHWUYECKOW MOYEYHOWN HEJOCTaTOMHOCTU, NPU NpUemMe
KOPTUKOCTEPOUAHbBIX NpenapaToB. Pa3suTue aumpo3a xapakrep-
HO ANS NOYEeYHOW HeJoCTaTOYHOCTM (OCTPOM U XPOHUYECKOW),
noyevHo-Ty6ynsipHOro aumnaosa.

WHCTpyMeHTanbHbIMM MeToAaMu UCCNeaoBaHunsl, NpuMeHsie-
MbIMU A1 YTOYHEHUSI XapakTepa MopPaXKeHUsi MoYek, SBMSTCS
ynbTPa3BYKOBOE MCCIeqoBaHWe OpraHoB GpPIOLLHON NMonocTu, Ao-
nneporpadus CoCyfoB Mo4vek, 3KCKpeTopHas yporpadusi, MUk-
LMOHHasa uuctorpadus, uccnefoBaHne ypoauHaMuUKN HUDKHUX
MOYEBbIBOASILLMX NYTEW, PAAVOHYKNMAHAA peHorpadus, AuHa-
MuYeckasi peHocumHTorpadusi, broncus noyek (rmcronornyeckoe,
MMMYHOMMIOOPECLIEHTHO., 3NEKTPOHHO-MUKPOCKOMNMYECKOe Uccrne-
JoBaHue BGuonTaTa noyku), noyeyHast aHrmorpadms, KOMnboTEP-
Hasi Tomorpadusi, Tepmorpacdmsi, saepHO-MarHUTHO-Pe3oHaHCHast
Tomorpadcus (MPT).

YneTpassykoBoe uccnegosanue (Y3W) no3sonseT onpenenvtb
TONWKY U pa3aMepbl NOYEK, SXOreHHOCTb NapeHX1MbI, HapyLleHue
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KOPTWKO-MeaynnapHon anddepeHumanmm (npy cknepo3npoBaHnm
TKaHW NoYek), AMarHoCTMPOBaThb BPOXAEHHbIE aHOManun NnoYex,
KMCTO3Hble 06pa3oBaHMsl, ONyXOnM MOYEK U MOYEBOrO My3bips,
nogkancyneHbl pa3pbiB nodkn (npy ONMH Ha doHe TIMC), npo-
BeAeHUN Hedbpobroncuu, a Takke JaeT BO3SMOXHOCTb HabntogeHust
B AIMHaMWKe 3a COCTOSIHMEM NOYeEK nocre 6uoncum unu TpaHcnnaH-
Tauun. [nsa ucknoveHms HedponTtosa NnpoBoasT Y3W B MONOXeHWUN
pebeHka cTos.

MokasaHnaMU K NPOBEOEHNIO 3KCKPETOPHON yporpadum sBns-
I0TCS1 MOA,03PEHME HA MOPOKU Pa3BUTUSI MOYEK Y MOYEBLIBOASILLMNX
nyTen, o6CTPYKTUBHbIE COCTOSIHWSI MOYEBBLIBOASILLMX MyTEN, Bbl-
ABNeHHble Npy Y3U 1 paguoHyknuaHoM uccnefoBaHum, noyed-
Hasl konuka, NoBTOpSiOLLMECS BONW B XXMBOTE HESICHOW STUOMOTUN,
AnuTenbHble HapyLeHWs hyHKUMKY ModencnyckaHus. MUKumMoHHas
umcTorpachust N(POBOAMUTCS NPY NOAO3PEHUMN Ha My3bIPHO-MOYEYHBbI
pedntokc. HapylieHve putMa v NpoaoHKUTENBHOCTA MOYeuncny-
CKaHWii, HeepXaHue Unu HeyaepXunBaHne Movu sABNSTCS no-
KasaHusMK AN NpoBEAEHUs1 YPOAUHAMUYECKOTO UCCIedoBaHUs
HVDKHUX MOYEBbIBOASILLMX NYTEN.

[AvnarHocTnyeckune anropuTMbl 3a6oneBaHUi NoYeK y aeten

MmomepynoHedpnT — MMMyHOOMNOCPeAoBaHHOE BOCMNaneHne
C NpenMyLLEeCTBEHHbIM MopaXeHneM Krybo4ukoB 1 BOBIEYEHNEM
B NaTOMNOMMYeCcKnii NPOLIECC BCEX NOYEYHbIX CTPYKTYP, KIMHUYECKN
NposiBNsioLLEeecs NOYEYHbIMU U BHEMOYEYHLIMU CUMITOMaMU.

Hanbonee yacTtblM NposiBNEHNEM OCTPOro rnomMepyrioHedprTa
aBnsieTca Hedputnyeckas popma. [lnarHos craBuTcs Ha OCHOBa-
HUK crefyoLWmX KIMMHUYECKMX NMPU3HAKOB: OCTPOE Havarno yepes
2-3 Hepenv nocne nepeHeceHHoro MHeKUMoHHOro 3abonesaHuns
(aHrnHa, rHOMHBIN OTUT, CTPENTOAEPMUST), OTCYTCTBUE CUCTEMHbIX
3aboneBaHuin, MOYEYHOW NAToONOrMmn, FIMNEPTOHUN U NPOTENHYPUU
B MPOLUMOM; KMMHUYECKMX NPOSIBNEHWIA B BUAE OTEKOB (C foKarnb-
HbIX — Ha BeKax W Nnvue 1 [0 pPacrnpoCTPaHeHHbIX), NOBbILLEHUS
apTepuarnbHOro AaBneHnsl, MUKpPO-, MakporeMaTypuu, U3MeHeHuN
B @aHanusax Mouu (MpoTenHypusi OT MUHUMAarnbHOWM 0 YMEPEHHOW,
Makpo- Unn MukporemaTtypus), nosbileHHon COJ, yBenuueHus
pa3mMepoB no4ek npu Y3M 1 NoBbILLEHNS 3XOFEHHOCTY NapeHXMbI.
OcTpbIt romMepynoHepuUT MOXET OCIIOKHUTBCA OCTPO NOYEYHON
HeJoCTaTOYHOCTbIO (ONMroaHypusl, ANEKTPONUTHbIE HapyLLUEHWs,
aumpos, rmnepasoTeMmsi, MHTOKCUKALUMOHHBIA CUHAPOM), OCTPOW
CepAeyHON HedoCTaTOYHOCTbLIO (OTEK NErkMx), aHrnocnacTuyeckomn
3HUedanonartuen (oTek Mo3ra, Cygoporu, notepsi Co3HaHus).

HedpoTtnyeckas popma octporo rmomepynoHedpuTa Nposie-
nsaetcs npotenHypuen 6onee 2,5 r/n, rmuno- n gucnpotenHeMven
(CHWXeHNe ypoBHS anbOGyMnHa CbIBOPOTKU KPOBW, MOBbILLEHUE
YPOBHSA a2 n b — rmobynuHoB), rMnepxonecTtepuHeMmen, runep-
nunugemuen, rmnepnbpuHoreHeMmnemn, CHIXKEHMEM YPOBHS MM-
MyHorno6ynunHoB G B CbIBOPOTKE KPOBM, MOBbILLEHNEM YPOBHS
UMMYHOrNo6ynnHoB M, KNMHMYECKN — pacnpocTpaHeHHbIMK OTe-
Kamu, BNNOTb 40 aHacapku (acumT, rmaponepukapa, rmapoTopakc)
npu HopMarnbHOM apTepuanbHom AasneHun. CmeluaHHas hopma
OCTpOro rnomepynoHedpuTa AMarHocTMpyeTcs npu coveTaHum
HedpOTUYECKOro CUHAPOMA C remaTtypueit u aptTepuanbHON ru-
nepTeH3nen.

BbicTponporpeccupyolwmii rnomepynoHedpUT KIMHUYECKM
NpOoSIBISIETCS OTEKAMU, apTEPUAnbHON rMnepTeH3nen, passuTmeM
XPOHUYECKOMN NOYEYHOW HEAOCTATOYHOCTH B TedeHue 1-3 mecsues.
MouyeBow cMHOPOM XapakTepuayeTcs YMEPEHHOW W1 BblpaXXEHHOMN
nNpoTevHypuen, reMaTypuen, NENKOLUTYPUEn, LUNUHAPYPUEN.

PasnuyatoT crnegyoLme KnmHuYeckue NposiBIEHNs1 XpOHUYECKO-
ro rnomepyrnoHedpura: HedppoTmdeckas popma (KNMHUYeckmne Npo-
SIBMIEHMS1 KaK Npu OCTPOM rMomepynoHedpuTe), remaTypuyeckas
dopma (oTeku He xapakTepHbl, ALl HopmanbHoe, MOYEBOI CUHAPOM
B BUAE MUHUMASIbHOM U YMEPEHHOW NPOTENHYPUM, MUKPO- MaKpPO-
rematypusi), cmeLlaHHas oopmMa (codeTaHme HedhpoTUHECKOrO CUH-
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THHUT
Y AeBOYECK

IIpu coupranum

¢ PO TEH HY- ¢ mpoTenHypuei
¢ MpoTen HypHeii pueii u remartypuei,
oKkcaaypuei oK caxypueii
W ypaTypuei
00JIeBaHU!
OOCTPYKTHBHBII

nujoHeppur

Puc. 1. AnropuT™M AMarHOCTUKX NaToIornm no4vek
npu NeNKOLUTYpUn y aeten

Apoma c remaTypuven n aptepuanbHon runepteHsuen). Mopdonoru-
YeckVMY BapyaHTaMu XPOHUYECKOTO rIIoMepyrnoHedpuTa SBnsoTCs
MWHUMArbHbIE FTOMEPYNSpHbIE U3MEHEHNS!, MeMBPaHO3HbIN, Me-
3aHrMoKanuNNsApHbIv (MembpaHo3HO- NponudepaTnBHLINA, Me3aH-
rmonponudepaTuBHbIv), nponudepatnBHo-pubponnacTnyeckuin
rnomepynoHedpuT, hoKarbHO-CErMEHTapHbIN FFIOMepYoCcKepos.
Mpwv nocTaHoBKe AnarHo3a «rnomMmepynoHedpuT» credyeT ykasaTb
nepvoabl 6onesHun: obocTpeHne, NonHas U YacTUuHast KIMHUKO-
nabopartopHas pemuccusi, PyHKLMOHANbHOE COCTOSIHUE MOYEK:
CoXpaHHasi, HapyLleHWe (OYHKLMM NoYeK, XPOHUYecKasi noveqHast
HeJOoCTaTOYHOCTb.

BonesHb Bepxe (uamvonatnyeckas Bo3BpaTHasi Makporemarty-
pus, nobpokayecTBeHHasi peunavBupytoLas remaTtypusi, nauno-
natndeckasa IgA HedponaTtusa, IgA HedpuT) xapakTepusyeTcs
peuvavBUpYIOLLE Makpo- U MUKporeMaTypueln B couveTaHuu
C npoTenHypuen unu 6e3 Hee, BO3HMKaKLWeEN cnycTs 2-5 gHen
nocne octporo 3aboneBaHuss BEPXHUX AbIXaTeNbHbIX NyTEW,
a MopdOnorMyeckn — Hanuyinem MesaHruanbHbIX A4eno3nToB
IgA. KnuHnueckn gebiot 6onesHn y geten nposiBNsieTcst Mmakpore-
MaTypuen, BO3HMKaloLWen Ha doHe nnu cnycta 2-5 aHen nocne
WHEKUUM BEPXHUX AblXxaTenbHbiX nyTen. C TeyeHnem BpeMeHu
Yy MHOMMX 60MNbHbIX OTMEYaEeTCs PeLVaMBUPYIOLLMIA XapakTep mMa-
Kporematypuu. B uHTEepBane mexay anusogamv MakporemaTypum
naToriorns B aHanuaax MOYM MOXET OTCYTCTBOBaTb MNN coXxpa-
HATbCS B BUAE MUKporemMaTypum n/unum npotemHypum. MNporHoctu-
Yyeckn HebnaronpusiTHbIM BapuaHToMm Gonesuu Bepxe siBnsietcs
npucoeavHeHve apTepuanbHOW rMnepTeH3un n TyGynonHTepCTy-
umanbHbIX U3MEHEHWIA.

TybynouHTepcTrumanbHbii Hecpput (TUH) — aTto mynbTUdak-
TOpHOE 3aboneBaHye NoYeKk C NPenMyLLEeCTBEHHBIM NOpaXeHnem
TyGyrnouHTepcTMumManbHol TkaHu novek. OTnMyaeTca oT nueno-
HedpuTa anddysHbIM XxapakTepom npouecca abaktepuanbHon
npupoabl, XapakTepu3yeTcsi OCTPbIM Y XPOHUYECKUM TEYEHUEM.
KnuHuka xpoHuyeckoro TUIH mManocumnToMHa: OTEKM He Xapak-
TepHbl. MoryT HabniogaTbcs BANOCTb, €nabocTb, CKIMOHHOCTb
K runoTtoHun. B aHanusax moun oTmevaeTcs MUHUMarbHasi Npo-
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TENHYPUSI, MUKpOreMaTypusi, NMOBbILLEHHAs! SKCKPeLIMs conelt (okca-
narbl, ypaTtbl), HENOCTOsIHHAsA abakTepuanbHasn nevkountypus. Mpu
Y3W pa3amepbl novek MoryT 6biTh B Npeaenax BO3pacTHOM HOPMbI
C HebOoMbLLIOW rMNEepPaXoreHHOCTbI0 NapeHxumbl. [Mpu mopdonoru-
YeckoM MccrnefoBaHMM GuonTata NOYEeYHOW TKaHW BbISIBNSIKOTCS
npu3Haku Anddy3HOro Unm o4aroBoro TyGynomHTepcTULManbHOro
BOCManeHus.

MHdeKLuma opraHoB MOYEBOW CUCTEMbI — COOpPHOE MOHATME
1 N0 YPOBHIO MHAMLMPOBaHUSI BKMIOYAET NUENOHEMPUT, LIUCTUT,
ypeTpuT. [NnenoHedpuT — MUKPOOHO-BOCMANUTENbHbLIA NpoLecc
npevMmyLLecTBEHHO TyBynonMHTEpPCTULIManbHON TkaHU nodek. Ans
OCTPOro 1 060CTPEHNSI XPOHNYECKOTO NMenoHedprTa XxapakTepHbI
CMHAPOMBI: MIHTOKCUKALIMOHHbIN, 60neBow, BOAHO-3MEKTPONUTHBIX
HapyLLeHWI, On3ypunyeckuii, MoveBor. MoyeBoI CUHOPOM XapakTe-
pusyeTcst NernKoumMTypuen HeMTpoUNbHOIO TUMNa, MUHUManbHON
npoTenHypuen, baktepuypuen. B knmHu4yeckoMm aHanuse Kposu
OoTMeuYaloTcs nenkounTos, nosbilleHHas CO3. B Guoxnmmyeckmx
aHanu3ax KpoBW HepeaKko BbISIBMSIOTCS 3MeKTPONUTHblE HapyLue-
HWs1, NoBbllWeHne ypoBHs C-peaktuBHoro 6enka. Mpu Y3U moryT
BbISIBNSATHCS aHOManuu pa3suTusi nodek. [JononHUTesbHble UHCTPY-
MeHTanbHble METOAbI UCCNEA0BaHWS BKIOYAIOT NPOBEAEHNE IKC-
KPETOPHOMN yporpadmn, MUKLIMOHHON LmcTorpadumm, cuMHTorpadun.
TeyeHue nuenoHedpuTa y AeTen nmeeT 0CO6EHHOCTU B 3aBUCUMO-
CTM OT BO3pacTa: y HOBOPOXAEHHbIX U AeTelN paHHero Bo3pacra npe-
obnagaloT cMMNTOMbI MHCGDEKLIMOHHOM MHTOKCUKaLMK. Y AeTen cTap-
Luero Bo3pacTta TUNUYHbI 6oneBon 1 abaomMmHanbHbIN CUHAPOMBI.
B tabnuue 1 npeacraeneH anddepeHumansHO-4arHOCTUYECKU
anropuTM nuenoHedpuTa, UncTuTa 1 Ty6epkynesa novek.

Linctut — BocnaneHne cnusnctort MoyeBoro ny3blpsl. KnuHu-
YeCcKn NPOSsIBNSETCS yYalleHHbIM, 60ne3HEeHHbIM MOYeNCyCcKaHu-
em, HegepXxaHuem, HeyaepxuBaHueMm mouun. ObLee cocTosiHWe
pebeHka HapyLuaeTcs HeaHauuTenbHo. Anst AMarHOCTMKN UUcTUTa
npoBoasTcs obLMI aHanM3 Mo4u, NoceB MoYM Ansi onpeaeneHust
cteneHun baktepnypun, Y3WM novek n Mo4eBOro nysbipsi, LUCTOCKO-
nusl, MUKUMOHHAas unctorpadus. B aHanm3ax moun xapaktepHa
nerikoumTypusi 6e3 npotenHypun, 6aktepuypus (25-50000 B 1 mn).
Mpwy uMcToCKONMK BLISIBRSIOTCH M3MEHEHUS CIIU3UCTON 060MoYKK
(oT KaTapanbHbIX 40 raHrpeHo3HbIX). MNpn Y3 obHapyxuBatoTcst
N3MEHEHMs1 KOHTYPOB MOYEBOrO My3bIpsi MPWU €ro HafnofHEHHOM
cocTosiHu. Mpwu uucTorpacum BoisBNsieTcs TpabekynsipHOCTb, 3a-
3yBpPEHHOCTb KOHTYPOB, N3MEHEHME (HOPMbI MOYEBOIO My3bIPsi.

YpeTput — BOCnarneHue Cnm3ncTon ModYencnyckaTenbHoro Ka-
Hana. MNposiensietca 6onsMu Npu MoyeuncnyckaHuu. B aHannsax
Mo4M — Hebonbluas nenkountypusa 6e3 npotenHypum n bakre-
puypum. MNpn Y3 — nameHeHns co CTOPOHbI NOYEK U MOYEBOTO
Mny3bIpsi HE BbISIBINSIIOTCS.

HouyHoe HepepxaHWe MOYM — HOYHOMN 3Hype3 — Henpous-
BOMbHOE MOYEMNCNYCKaHe BO BPEMSI HOYHOTO UMW AHEBHOIO CHa.
HouHow 3Hypes cunTaeTcst NnaTonormyeckum, HaumHas ¢ 3,5-4,5 net
[MapkoBa W.B. c coaBrt., 1994].

Ounametabonnueckass Hedponatuss — rpynna 3aboneBaHun
C pa3nuyHoii 3TUONOrMen 1 NnaToreHe3oM, 06beanHEHHbBIX TEM, YTO
WX pasBUTME CBA3AHO C HapyLueHnem obmeHa. TepMuH ansmeTa-
bonunyeckasn HedpponaTuns YacTo ynoTpebnserca anst 06o3HaveHns
nofiMreHHo Hacrnegyemou HedponaTum, Kotopas cBsizaHa ¢ naTo-
norvieii obMeHa LaBeneBoii KUCNOTbI U MPOSIBMSIETCS B YCNOBUSIX
ceMenHoM HecTabunnbHOCTM LMToMeMopaH. Paznmyatot nepeuYHyto
rmnepokcanypuio (okcanos), obycrioBneHHyo oTcyTcTemem dep-
MeHTOB OBMeHa IMMOKCUIIOBOW KUCMOTbI, YTO BbI3bIBAET pe3koe
ycuneHme BHEMo4Ye4yHoro 6MoCMHTE3a OKCanaToB Y BTOPUYHYHO.
MocneaHas xapakTepu3yeTcsi yMepeHHbIM NoBbiLeHneM 6uo-
CMHTE3a M 3KCKpeLMn oKcanaToB, COMpPOBOXAAETCA oKcanaTHo-
n (nnn) ocdaTHo-KanbLMEBOWN KpUCTanypuen, CHUKeHMeMm cta-
BUNM3NPYIOLLMX CBOWCTB MOYM, KIIMHUYECKN YacTo HabnoaaroTcs
HaCbILLEHHbIN XapakTep Mo4Yu, yMeHbLUeHne anypesa. B aHanunsax
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I'emarypus

¢ OKcaJrypuen

C IPOTEeuHypUen

C IpOoTeuHypueu

¢ mpoTenHypueil OKcaJlypueil wiu JeHKOUMTYpHUeHn
yparypuei
— nuejJioHeppuUT
IlPISMeTOﬁOJII/I‘IeCKaﬂ TI/IH
Hedponarua ¢
L | IUCTHUT

Puc. 2. ANropuMT™m AMarHoCTUKM NaToNorMmu noyek Npu rematypum y aetei

IIporennypus
— TPY COYETAHUU C MOYEBBIM
CHHIIPOMOM
MOYEBOM CHUHIIPOM
HM30JIHPO- € oKca-
BanHas Jypueii
¢ Jeiiko-
¢ JeiKo- uuTypueii, remarypuei,
HUTYpHEH remarypuen, oxcaypueit
okcanypueii
OpTOCTaTH‘lBCKaﬂ
NpPOTeHHYPHST
H3MeTadoiu- o
HAusverato OOCTPYKTHBHBII
yeckasi He)po- T —
natusi, THH P

Ty0y/I0UHTepCTHIHAI B
Hb1ii Hepput (TUH)

Puc. 3. Anroput™M AMarHOCTUKM NaTosiorMm no4vek
npu rematypum y getemn

MouM 0BHapy>KMBaEeTCs NOBbILLEHHAS 3KCKPELMS Conelt (OKcanaTos,
docaToB), BbICOKUI yAENbHbIA BEC MOYU, BO3MOXHbI MMHUMAIb-
Hasl NPOTENHYPUS U MUKpOremaTypusi.

HacnencTtBeHHbI HepUT — reHeTUYECKN 4ETEPMUHUPOBAHHOE
HedpuTonogobHoe 3aboneBaHne, NposBnsALeecs remaTypuen
n (Unn) NPoTeMHypUeEN, CBSI3aHHOE C BPOXAEHHbIM AedekToM
CTPYKTYpbl 6a3anbHbix MeMGpaH, YacTo coveTaroleecs ¢ naro-
iornen cryxa, pexe 3peHusi, npueogsiilee B 60MnbLUMHCTBE cryvaeB

NEQUATPUA

K XpOHMYECKON noyeyHomn HegoctatodHocTu (XMH). BoigenstoT 3
BapuaHTa HacnegcTeeHHoro Hedputa: |. CuHapom AnbnopTta — He-
hpuT C remaTypuen, TyroyxocTbio U mopaxeHneM rnas. Bctpeyaet-
€S NPEUMYLLECTBEHHO Y L, My>CKOro nona. TeyeHne nporpeccu-
pytoLiee ¢ ucxogom B XINMH. Tun HacnegoBaHUst — AOMUHAHTHbIN,
cuenneHHbI ¢ X-xpomocomol. |I; HacneactBeHHbIn Hedbput npo-
TekaeT 6e3 Tyroyxoctu. TeyeHne nporpeccupyioLlee ¢ MCXOA0M
B XIH. Tun HacnegoBaHusa Takke AOMUHAHATHBLIA, CLENMAEHHbIN
¢ X-xpomocomon; |l BapnaHT. CeMenHan nobpokadecTBeHHasi re-
mMaTypusi — TeyeHue gobpokavecTBeHHoe. Tun HacnegoBaHUs
ayTOCOMHO-PELECCUBHbIN.

Mpw anMarHocTMke HacneacTBEHHOro HedpuTa NPUHUMAKT BO
BHMMaHWe crnyyaiiHoe BbIsiIBNIEHNE U3MEHEHUIA B aHanM3ax Moyu
B BUAE remaTypuum U MUHUMAarbHON NPOTENHYPUN, CKITIOHHOCTb
K apTepuanbHOW MMNoTeH3un, OTSATOLLEHHY0 Mo NOYEeYHON naTo-
110N HacnNeACTBEHHOCTb, Hanm4uue y pebeHka MHoXecTBa CTUMM
ansambpuoreHesa, npucoeanHeHne nopaxexus cnyxa (k 5-10 ro-
Aam ¥ cTaplue), nopaxeHue rnas. MNpw anekTpoHHON MUKPOCKONUM
6uonTaTa NoYeYHOW TKaHU BbISIBMISIOT UCTOHYEHWE, pacLuenneHme,
HapyLleHue CTPYKTypbl 6a3anbHOM MeMGpaHbl Kanunispos Kry-
B0ou4KOoB.

Takum 06pa3om, npu 3aboneBaHunsix Nodek y agetern HabnogaroT-
Cs1 9KTpapeHarnbHbIe Y peHarnbHbIe CUMMTOMbI, YTO CIEAYET YUUTbI-
BaTb NPV paHHel AMarHoCTVKe XxapakTepa NopaXeHns NoYex.
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