oo BMNO «AOHHMY um. M. TOPbKOTI'O»
Kadeanpa negmnatpum Ne 2
Kadenpa nponeaesTnkn neamnatpmumn
'BY «IAKBb N2 1 r. loHeyKa»

lncnnasmna coeauHNTENbHOU TKaHWN
KaK @OHOBOE COCTOAHME Npwn
NaTo/IOrMU NOYEK y AeTeun:
KNIUHNYECKUU Cnydan

pou. Yanaa 1.9,
3aB. Kadpeapoit neguatpum Ne2 a.mea.H. Hanetos A.B.,
Bpauy-Hedpponor benoyc O.T,,
3aB. otaeneHnem Korosa O.B.,
aou.Maciota A.U.,
aou.Kypbiwesa O.B.,
pou. Mockantok O.H.



BpoXXAeHHbIe aHOMaNUKU NOYEK U
mouesbiogawux nyren (CAKUT) coctasaatoT
9,3-24% BCcex npeHaTasibHO ANATHOCTUPOBAHHbIX
NOPOKOB Pa3BUTUA, ABIAACH NPUYNHOMN
XpoHunyeckon 6onesnHun noyvek B 40-50% cnyyaes.

Y neten CAKUT aBnaeTca npuUYnHOU
XPOHUYECKOM NOYEYHOMN HeaOoCTAaTOYHOCTM B 65%

cay4yaes.



B CAKUT-cMHApOM BXOAUT LUIMPOKUIN CNEKTP NOYEYHOM H
NaTonornm Ha BCeX YPOBHAX:

— geeHe3us/2unornaa3us rnoyex,

— KUCMO3HAA U HEKUCMO3HAA OUCMAAG3USA MOYEK,

— No0Kosoobpa3HaA oyKa,

— [0/1HOE U HernosiHoe yo8oeHue cobupamesnibHOU cucmemebl oYex,
— obcmpykmueHsbie ypornamuu,

— B8POMHOEHHbIU 2UOPOHePdpPOo3,

— meaaypmep,

— MY3bIPHO-MOYEMOYHUKOBbIU pedtoKc,

— KAAnaHsl ypempei.

fMnonaacTuueckana aucnaasna noveKk cocrasnaer 2,7% Bcex
NOPOKOB MO4YEBO CUCTEMDI.



Ancnnasma noyek — MopPoPyHKLUMOHANbHOE
Heaopa3BUTUE TKAHEN MOYEK, B NEPBYO oyepeab
HEePPOHOB, KaK UX CTPYKTYPHOM e AUHULLbI.

OTHOCUTCA K rpynne BPOXAEeHHbIX 3ab0neBaHUM
noyek. LUnpp 8 MKB 10 — Q 61,4 (BpoKAEHHbIE
aHOMa/IMM MOYEBOU CUCTEMbI).




Auncnna3suna noyek popmmpyeTca B npouecce
ambpuoreHesa.

[MpuunHbI AUCNNa3nmU Noyek:
— reHeTu4eckue paktopbl —57%,
— TepaToreHHble paKkTopbl — 16%,

— NMPUYnHA HeunssecTHa — 27%.



ly
B mopdonornyeckom NnOHUMaHNN gucnnasmusa
noYyeK — NOPoK AnddpepeHUNUPOBKN HEPPOTreHHOMU
bhactembl C 3a4€PXKKOW PaA3BUTMA U
NepcmMcTMpoBaHUeEM sMBPUMOHANbHbBIX CTPYKTYP
rTIOMEPYN U NPUMUTUBHbIX KaHaNbLEB.
ABCONOTHLIMM MPU3HAKAMU CYMTAETCA HAZTNYUE
ME3EeHXMMbl U TMA/IMHOBOTO XPALLA.



Mopdonoruueckana knaccupurauma gucnnasum
nouekx:

— KaveCTBeHHble, KO/InYeCTBeHHble,

— O[IHO-, ABYXCTOPOHHMUE;

— TOTa/ibHble, CerMmeHTapHble,

— CBA3aHHblIe C Heaopa3BUTUEM HedpoHa
COeAUHUTENbHOM TKaHKU, COCYA0B.



f’MnonsasuA NoYeK — HapyLleHne opraHoreHesa,
HeJopa3BUTME OpraHa, nposasaatoLleeca B aepuumre
OTHOCUTEIbHOM MacCbl UM Pa3MepoB OpraHa,
NpeBbllaloLWemM OTKIOHEHME B ABE CUrMbl OT CpeaHUX
nokasaTteneu Ans AaHHOro Bo3pacTa:

Mpoctasa runonnasusa — He
ConpoBOXAaaeTca
HapyLweHUAMWN CTPYKTYpbI
opraHa.

AucnaacTuyecKasa rmnonaasusa
(rmnonnacruueckana aucnnasua) -
COMNPOBOXAAETCA HapPYLUEHNAMMU
CTPYKTYPbl OpraHa, coyeTaHnem
Hepe3Ko Bblpa*KeEHHOM rMNonaa3num u
AnCnaasum, NnpoaABaAeTca
HedpponaTtnen; Ha Y3/ noyeK —
YMeHbLUEHMEM Pa3MepPOB NOYEK,
YMeHbLUEHMEM TONLWMHbI MAPEHXUMBbI.



Bce demu ¢ nopokamu pazeumusn noveK umerom
¢eHomunuveckue eHewHue u /unu
gucyepanbHbie NPU3HAaKu oucnaasuu
coeduHUMenbHOU MKaHU PAa3nu4HbIX OP2AHO8 U
cucmem.



BucuepanbHble NnpoABAeHUA ANCNNA3UN
coeaANHNTENIbHOU TKAHU CO CTOPOHDI
BEPXHUX MOUYEBbLIX NYTEMN:

* HedpoONTO3;
* NYy3bIPHO-MOYETOYHMNKOBbIN PedNIOKC;

* ATOHWA YalLEeYHO-N0XaHOYHOU CUCTEMDI
(ymeHbleHne ob6bema NOYKM C YBETUYEHUNEM
obbema CMHyCca M MOYEYHOM NTOXaHKN).



Bpo)XaeHHble NOPOKU pa3BUTUA MOUYEBOM M'
cucTembl, 0CObeHHO conpoBOXKAaatoLmecs
0b6CTpPYKUMEN N HApYLLEHUEM YPOANHAMMUKMY,
3aKOHOMEPHO BeAyT K Pa3BUTUIO BTOPUYHDIX
OC/NIOXXHEHUWU B BUAE apTepuasibHOU rmnepTeH3nu,
nmenoHedputa, HedpoCKIepo3a.

Auncnnasua coeauHUTENbHOU TKaHU cnocobcTByeT
NPOrpeccMpoBaHUIO OCTOXKHEHUN, T.K. Y NALNEHTOB
C Aucnnasnen coeamHUTENbHOM TKAHU U3HAYa/IbHO
MMEIT MECTO HAPYLUEHUA BHYTPUNOYEYHOMU
reMmoamMHaMUKN (rmnepduabrpaums).



KIMHUYECKUU CNNYYAN

Manbuunk 16 net nocrynun

B KapAnopeBmMaTo/iornyecKkoe
otaeneHue IbY «I[JKb No 1 r.
JloHeuKa» ANnA N1aHOBOro
obcnepoBaHUA.
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AHamHe3 3a6oneBaHuUA:

e B 1,5ropa pebeHKy 6b1J10 AMAarHOCTUPOBAHO: MPAaBOCTOPOHHUM
Ny3bIPHO-MOYETOYHUKOBbBIN PeP/IHOKC, TMNONIacTUYecKan
ANCNNa3nA NPaBon MNOYKN, BTOPUYHO-XPOHUYECKNIN NUENOHEPPUT,
BTOPUYHAA apTepManbHAA TMNepTeH3uns;

B Bo3pacTe 3-x s1eT (2008 r.) npoBeaeHa HeppypeTePIKTOMUSA
Cnpasa;

82014 r. bbina npousBedeHa MUKLUMOHHAA LUcToypeTporpadus,
rae 6b110 BbIABNEHO MYy3blPHO-MOYETOYHUKOBbIN ped/ItOKC B
KY/IbTIO MPaBOro MOYETOUYHUKA;

* pebeHoK 6bin KoHcynbTUpoBaH PIAY PAKE r. MockBa - «C
YYETOM pemunccum nnenoHeppmTa NoKasaHUM ANA NpoBeaeHUA
XUpypruyeckoro nedeHna Het». - 2015r,;



*B 2016 B cBA3M C 3anopamu nposeaeHa nppurorpadpums -
ANarHOCTUpPOBaHa AONNXOCUTMA;

*B 2019 roay pebeHoOK obcneaoBaH B PecnybsiMKaHCKoOM
crneunanm3mpoBaHHOM LEHTPE MeANLMUHCKON FrEHETUKU U
npeHaTanbHou anarHoctukn M3 IHP: no AaHHbIM TOHKOC/IOMHOM
XpomaTtorpadmm aMMHOKUCNOT KPOBU U MOYM — MOBbILLEHME
NneumHa/vsonenumHa, CHUMKEHUE OKCUMPOINHA.

3aKknuYeHune: CMHAPOM ANCNAA3UN COeANHUTE/IbHOM TKaHM
HeanddepeHUMNPOBAHHbBIN C MOJIMOPraHHbIMMU M3MEHEHUAMMU C
Hann4YMem Ancnaasnm NOYKM cnpasa, apTepuanbHOM
rmnepTeH3nemn.



PebeHoK oT || bepemeHHOCTH, NpOTEKABLLEN C YrPO30U
npepbiBaHMUA B CpoKe Ao 6 mec. (I-a bepemeHHOCTb -
3amepuwan B 2004 r.).

Poabl | cpo4vHble, naToNnornMyeckme, B Cpoke 38 Hea.

AHaMHe3 XU3HM:

Macca npu poxgeHun — 3100 r.

B nepnoae HoBOPOXKAEHHOCTU ANATHOCTUPOBAHA
BHYTPUYTPOOHasa BUPYCHO-baKTepumanbHaa MHPEeKUUA.



Habniopaerca spayom co cnegyrowmmm
NaToONOrMAMM:

— BpOHXMaNbHAA aCcTMa;

— NONINHO33;

— BPOXJeHHaA ae3arperaumoHHas TpombounTonaTms;
— noYye4yHas rKo3ypus;

— XPOHUYECKUM racTpoOAyOAEHUT.

HacnedcmeeHHOCMb no Heghpoyposno2uyeckol
namosoauu He omsa2ouweHa.



CocToAHMe npu NocTynaeHnn: Temnepartypa tena 36,5°, YCC
80/muH, 4 20/muH, Al 130/80 mm pT.cT, macca 89 Kr, pocCT
185 cm, UMT=26Kr/m2.

O6beKTUBHbIA OCMOTP:

*COCTOSIHWE YAOB/ETBOPUTENLHOE;

*HOPMOCTEHNYECKOTO TENOC/IOXKEHUA, N3ObITOYHOrO NUTAHUA,
*KOKHble MOKPOBbI baeaHble, acnae vulgaris, Ha nae4vax
ABNEHUA PONNMNKYIAPHOTO KepaTo3a, CTPUM Ha BOKoBOM
NOBEPXHOCTU XXMUBOTA benoro uBeta, UMeeTcs
nocsieonepaumoHHbIN pybeu, nocsie HePppypeTepIKTOMUM;
*C/IN3UCTbIE PO30BbIE, YNCTbIE. A3bIK BNAXKHbIN, 0610XKeH
6esibiIM HaneTom;

‘nepudpepunyeckne NMMmeoy3nbl No TMNY MUKPONOINaAEHUN;

y



KOCTHO-MblWWe4YHaA CUCTEMA: I'l/ll'lepN\O6l/IfIbHOCTb
CyCTaBOB, CKOJ/INO3, NJIOCKOBAJIbI'yCHbl€ CTOIbI,

B IefKnNX Be3anKys1ApHoe AblIXaHNE,

TOHbI CEpALLA TPOMKNE, PUTMUYHbIE, KOPOTKUM
CUCTO/IMYECKUN LLIYM Ha BEpPXYLWKe U B V ToOUYKe 6e3 30Hbl
npoBeAeHUs;

XUBOT MATKUUN, 6e3bonesHeHHbIN. [TeyeHb y Kpas
pebepHomn ayrn. CeneseHka He naabnmupyeTcs;

cTyn 1 pa3 B AeHb, OPOPMNEHHbIN;

MOYENCNYCKaHNE HapyweHOo — HeaepxKaHme AJHEBHOE U
HOYHOeE.
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AdononHutenbHble meToabl uccneaoBaHUA

JlabopamopHbie memoobl Ucc1e008aHUA:

KnnHuuyeckut aHanmus Kposu: sputpountbl — 5,5 T/n, Hb — 165 r/n,
nenkounTtel —5,41/n,3.—2%,n.— 1%, c. —53%, n. —37%, m. — 7%, CO3 — 2
MM/4, TpombouuTbl — 229 I'/n, Ht — 47%.

Buoxmmunueckum aHanus KpoBu: r1toko3a — 5,3 mmonb/n, obwmin benok — 74
r/n, moyeBuHa — 4,3 mmonb/n, KpeatTMHUH — 83 MKMmonb/n, bunnpybuH
obwun — 12,2 mkmonb/n, npamoint — 2,4 memons/n, ACT —32 Ea/n, ANT —29
En/n, Kanbumii ob6wmnimn — 2,1 mmonb/n, ACN10 < 200 ME/mn, CPB < 6 mr/mn,
xonectepuH — 4,0 mmonb/n, CK® 123 mmonb/n.

TecT TonepaHTHOCTU K raoko3e: | —8:25—-5.4 mn/n, 11 —9:30—4.5 mn/n, lll -
10:40 - 5,1 mn/n.

TupeongHaa naHenb: TTI — 2,022 mKME/mn, T4 cB. — 11,85 nmonb/n



O6Lwmm aHann3 MoYUMU: UBET — CBETI0-XKENTbIN, KNCNOTHOCTb — cNabo-Kmucnas,
o0.n.m.— 1017, 6enokK — HeT, caxap — HET, ANUTEIUN NNOCKUN — 1-2, nenMKounTbI —
2-3 B N/3p., 3pUTPOLUTbI — HET, UMAUHAPbI — HET, CIM3b — YMEPEHHOE
KONIM4ecTBo, baKTepuim — HET, CONIN — HeT.

AHanus moumn no HeuunopeHko: nemkountbl — 750, sputpoumnTtbl =500,
LMAUHAPOB — HeT.

AHanus mouun no 3umHuuykomy: 0.n.m.1013- 1022, aHeBHOM anype3 — 875 mn,
HOYHOM anypes — 640 mA.

MuKpoanbbymuH B moue: 2,85 mr/n

AHanus cytouHou moun: Konunyectso 1350 mn, 6enok- HeT, rtoko3a -17,4
MM/CyT.

Buoxumuuyeckum aHanus mouu: rmiokosa — 14,3 mm/n.
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NHCmMpymeHmasnbHble Memoobl UCC1e008AHUSA:

3Kr: Putm cuHycoBbli, perynsapHbin. YCC 53-66/muH, PQ 0,147, QRS
0,097, QT 0,38”. VYrona +76°, BepTuKanbHoe nonoxeHmne I0C.
CunHycoBas (abixaTenbHas) apuTmus.

IxoKIl: Pa3smepbl Kamep cepaua B Hopme. CokpaTutenbHas
CnocobHOCTb MMOKapaa YyAoBAeTBOpuTesbHaA. AbeppaHTHaA
XOp/Aa B BEPXYLUEYHOM OTAE/ie NEBOro Xenyaoyka (nonepeyHas).
KnanaHHbIM annapaTt He U3MEHEH.

XonmepoecKoe MOHUMOpUposaHue Al: N3o0nmnpoBaHHaA
CUCTONINYECKAA TMNepPTeH3nA C COXPAHEHHbLIM CYTOYHbIM PUTMOM
CA/l. BpemeHHOI runepToHM4YecKknii nHaekc s uenom — CAAO/OAL -
70/40%, ytpom — 57/29%, peHb — 89/59%, Houb — 53/21%. B
[IHEBHble 4acbl cpeaHee 3HayeHne Al — 144/84 mm pT. cT. B
HoyHble — 118/58 mm prt.cT. [MOBbIWEHA CKOPOCTb YTPEHHEro
nogbema CAA v AAL.



Y3U nouyeK n moueBoro ny3bipa: BukapHaa runeptpodus
NeBown NoYKU. HopmanbHaa sXOKapTMHA MOYEBOTO
ny3bipa. CocTtoAHME Nocae NPaBOCTOPOHHEN
HedpypeTepakTommnm (2008r.)

Y3U opeaHoe bprowiHOU nosnocmu: HopmanbHas
9XOKAapPTMHA NEYEHMU, }KeNYHOro ny3blps,
NoAXKeNyao4yHOW Kenesbl, CeNe3eHKW.

Y3U wuroBuaHOMN Xenesbl: IXonpusHaku ANPPy3Hbix
N3MEHEHUWN LULUTOBUAHOMN XKese3bl.



KOHCy!'I bTaduyHnA CrneynaainmcrtoB

Heeponoz: 6e3 natonoruu

JIOP: 300po0B.

Okynucm: \VOD=1,0; VOS=0,/. DS: Mnonua OS.
JHOOKpUHono2: N36bITOYHAA Macca Tena.

MoaHaa HeaOCTaTOYHOCTb.



KnnHuuyeckuin agnarHos 1l

<*BTOpUYHaAA apTepuanbHaa runepTeH3ua BCNeACTBUE aHOMaNUMU MOYEBOIA CUCTEMBI
(rmnonnactuyeckas aucnnasua npasow NOYKMN, cocToAHUe nocne
HeppypeTepakTomumn cnpasa 21.11.2008 r., BuKapHasa runeptTpodua Nesoit NOYKK).
[My3blpHO-MOYETOYHUKOBBLIN PEPNIOKC B KYNbLTIO NPABOr0 MOYETOMHUKA. BTOPUYHBLIN
XPOHUYECKUN NUuenoHeppuT, CTagua PEeMUCCUN, C COXPaHEHHON QYHKUUENn NOYKWU.
HelporeHHbit MO4EBOM NY3bipb NO runeppednekTopHOMY TUNY.

< ucnnasua CoeAnUHUTENbHOW TKaHU: abeppaHTHaA xopAa B NONOCTU NEBOro
Xenyaovka, rmnepMmobunbHOCTbL CyCTaBOB, S-06pa3Hbit ckonmo3 | creneHu
rPYAONOACHUYHOIO OTAeNna NO3BOHOYHUKA, XoHApoma B cermeHtax ThXIl — LI,
HeCcTabuNbHOCTDL LWEeWHOro otaena no3BoHo4YHUKa B cermeHTtax Clli- Clll, uckpusneHue
Hocosou neperopoaku ThXIl — LI, nhockoBanbrycHble CTonbl, rMNONNA3UA NPaBOro
AUYKA, TMNONNa3nA NPaBoi NO3BOHOYHOM apTepun, AanbHO30pKoCTb OS.
“*MoaHaa HepocTaTOMHOCTb. M36biTouHaa macca Tena. PONAMKYNAPHBLIA KepaTos.
XpOHUYECKUI racTpoAYOAEHUT C NOBLIWEHHOU CeKpeuuen, nepuos pemuccun.
Donuxocurma, cybkomneHcupoBaHHaa dopma. IHKonpes. oyevHaa rNoKo3ypus.
BpoxaeHHaa pe3arperaunMoHHaa Tpombouutonatua. bBpoHxuanbHaa acTma,
atonuuyeckaa ¢opma, Nnerkaa nepcucTupylowana, nepuos KoHTpona. [MonnuHos,
nepuoa pemuccum.
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JleyeHue:

°Jlo3an;
*CumbuKopr;
*CuHrynap.



BbieoObi:

» Qco0eHHOCTbIO AaHHOIO CNYYan ABNAETCA Hann4ue y
pebeHKa BpOXAEHHOW aHOMaNuu NPaBoOMN NOYKMK
(rMnonnacTuueckoin aucnnasuun), OCNONKHUBLLEUCA
XPOHUYECKUM NUENOHEPPUTOM U BTOPUHHOMK
apTepuanbHOU rMNepTeH3ueun.

» ucnnasua cCOeAUHUTENBHOI TKaHU C NONMOPTaHHbIMU
M3IMEHEeHUAMU ABUNACL QOHOM, CNOCOOCTBYIOWMM
Pa3BUTUIO OCNOXKHEHUI ¥ AAHHOIO NaLMEHTa.



Cnacubo 3a sHumaHue!




