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CMNCOK COKPALLEHWI

Congenital abnormalities of kidney and urinary tract
apTepuanbHOe AaBeHue

ayTOCOMHO-AOMUHAHTHbIM TUMOM MO/IMKUCTO3 MOYEK
ayTOCOMHO-PEL,eCCMBHLIM TUMOM NOJIMKMNCTO3 MOYeK
60n1e3Hb TOHKMX 6a3anbHbIX MeM6paH

60ne3Hb Pabpu

BEPXHME MOYEBLIBOASALLME NYTH

rNoMepynsipHast KNCTO3Hast 60N1e3Hb NOYeK
[BYXAliLeBble

KMCNOTHO-OCHOBHOE COCTOSIHWE

KOMMbOTepHas ToMorpagus

KNy60UYKOBOW (unbTpaymm
NOXaHOYHO-MOYETOUYHUKOBBIWA CErMEHT
MOYEBbIBOAALLMX NyTel

MHOXECTBEHHbIE BPOX/EHHbIE MOPOKU Pa3BUTHSA
MouekameHHas 60/1e3Hb

MefynnspHas KUCTo3Has 60ne3Hb Tvn 1
MefynnspHas KUCTO3Has 601e3Hb Tvn 2

MY/IbTUKNCTO3HAaA 60/1€3Hb MOYKM

CnuCcoK cokpalyeHunii
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My3bIPHO-MOYETOUYHUKOBBINA pedhitoKe
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nonmMmepasHas LenHas peakuus

poccuiickas akageMus MeULMHCKUX HayK
CUHAPOMbI FeHeTUYecKmne
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CKOPOCTb 0CeAlaHUs 3pUTPOLMTOB
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XPOHMYECKas MOYeYHas HeJOCTaTOYHOCTb
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3KCTpaLeNNAApHOro MaTprkca

3MeKTpo3Huetanorpagpms
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BBEAEHNE

K BpOXAEHHbIM M HacneACTBEHHbIM 3ab60/1eBaHUAM MOYEK OTHOCAT-
€Sl MOPOKW pas3BUTKA, TyBynonaTum U HacneACTBEHHbIe TFIOMepy/onaTum.

BpoxjeHHble W HacneAcTBeHHble 3a60/MeBaHUSA MOYEK CMYXaT OfHOI
M3 FaBHbIX MPUYNH PA3BUTUA XPOHMYECKON NOYEUYHON HeLOCTaTOUYHOCTH
y feTell, KaKk caMOCTOSITe/IbHble HO30/10TMYeCcKUe (OpMbl, TakK U, ABASAACH
HebnaronpuATHBIM (DOHOBLIM COCTOSIHMEM, YTSXKENAs TeyeHue npuobpe-
TEHHbIX 60Me3Hell NoYeK U MoYeBbIX NyTei. M03TOMy paHHee 06HapyXxe-
H/Me 1 CBOEBPEMEHHas KOpPeKLWsa LaHHOW NaTonorum UrpaeT 3HauyMMyto
po/ib B NMPEBEHTUBHON CTPATErny CHUXXEHUS UHBANMAN3ALUN HaCeNeHUs.

[unarHocTnka BpOXAeHHOW, 0COBEHHO HacNeACTBEHHOI, NaTONOMMK MO-
YeK - CI0XHbI/ U TpyAoeMKuiA npouecc. B cBA3n ¢ pasHoobpasnem u CXof-
CTBOM HEKOTOPbIX HaCNeACTBEHHbIX ()OPM C HEHAC1eACTBEHHbIMU 60NE3HAMU
(theHOKONUM), a TaKXKe C HAIMYMEM PEAKO BCTPEUAKOLLMXCA HACNeACTBEHHbIX
6one3Heli (1:200000). TpyAHOCTM AMArHOCTUKM 0OYCOBNEHbI TEM, YTO HO30-
NOTUYECKNIA CMIEKTP HAcNeCTBEHHbIX 60Me3Hell 0UeHb LWMPOK. [03ToMY 3Ha-
H/E OCHOBHbIX MPUHLMMOB KIUHUYECKO FreHeTUKM MOMOXET CBOEBPEMEHHO
3anof03pnTb HacNefCTBEHHbIe 60M1e3HU, a NOCe JOMNONHUTENbHbIX KOHCY/1b-
Tauuii c Bpa4oM-reHeTUKOM, NPOBEeAEHUS NapakIUHNYECKMX 1 nabopaTop-
HO-reHeTMYeCKNX 06CNef0BaHUA - MOCTaBUTb TOYHBLIA AUarHO3. YMeHue
[LMarHocTMpoBaTb BPOXAEHHbIE U HAC/eACTBEHHbIE 3a060/1eBaHNSA Ye0BEKa,
B TOM YuMCfie MOYEK - OAWH W3 BaXKHEMLIMX KpUTepUeB MOATOTOBAEHHOCTM
neanaTpa K NpakTUYecKol JedaTeNbHOCTH.

6 BsegeHune
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[naBa 1

OPFAHOIMEHE3 MOYEBBIAENNTENBHOW
CNCTEMBI

C MOMeHTa poX/eHus Beayllee 3HaYeHMe B FOMeOoCcTase npuobpeTaioT
MOYKM, BbIMOMHAS cneayoue QyHKLUN:

* nopagepXaHue NocTosHCTBA 06beMa KPOBYM 1 APYTUX XXUAKOCTEN BHY-

TPEHHeli cpeabl OpraHn3Ma;
e cTabUnM3auns OCMOMANLHOCTM MMa3Mbl KPOBU W KOHLEHTpaLum
B Hell NOHOB;

* yyacTue B CTaBWUAN3ALUN KACTIOTHO-OCHOBHOTO COCTOSIHUS;

* 3JKCKpELUs KOHEeYHbIX MPOAYKTOB O6MEHa U UyXXepPOAHbIX BELLECTB;

* yyacTue B MeTabonunave 6enKoB, MMMULAOB, YIEBOOB;

* CWHTE3, 3KCKPeUWs U paspyllueHe TOPMOHOB, (QU3UOMOTNYECKN aK-

TUBHbIX BeLLEeCTB (PEHUH, NPOCTArnaHgnHbl, aKTUBHbIE POPMbI BUTA-
MUHa D3 3puTPONOaTHH).

OcyLecTBNEHNE BCEX NMEPEUYNCEHHBIX PYHKLMWIA 06YCNOBMEHO YeTblpb-
Ms poLeccamu, nexkalMumu B 0OCHOBE AesTe/IbHOCTN MOYKMU:

* T/IOMepynsipHas GUNbTpaLns;

» peabcopbLMs BELECTB B KaHabLIAX;

* CeKpeuus psaa CoeIMHEHNI U3 KPOBM B MPOCBET KaHa/bLEB;

* CMHTE3 HOBbIX BELLECTB.

BHyTpnyTpo6HOE pasBUTNE MOYEBLIAENNTENIbHON CUCTEMbI, KAK U BCETO
opraHusma, MOXHO pasfiennTb Ha [Ba Nepuoaa: aMGPUOHaNbLHOW U deTanb-
Hblii. OCHOBHOI OpraHoreHe3 Mo4eBoli CUCTEMbI MPOMCXOAMT B IMOPMOHA/b-
HOM nepuoge.

OpraHbl MOYeBbIENNTENbHON CUCTEMbI YesioBeKa (OPMUPYIOTCS U3
NPOMEXYTOUYHOI Me30AepMbl.

MpoHedpoc (NMpeanoyka) 3aknaablBaeTcs Ha TPETbei Heaene BHYTPUY-
TPo6HOTO pa3BmTUs. O6pa3oBaHMe HOBbLIX K/Ty60UYKOB 3aBEPLLAETCS B OCHOB-
HOM Ha 36 Hefiene BHYTPUYTPOBGHOTO Neproa Xn3sHu.

CTpoeHue noyek. Moyka NOKpbITa COEAUHUTENbLHOTKAHHOW Karcy/oi.
MapeHXnMa MoYeK COCTOUT M3 [BYX PE3KO Pas/iMualolinXCs C/OEB: HapyX-

OpraHoreHes MOHeBbIAeﬂMTeﬂbHOﬁ CUCTEeMbI 7
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HOro - KOPKOBOE BELLeCTBO MOYKM MU KOpa NOYKU - WU BHYTPEHHEro, us3-
BECTHOI0 Kak MO3roBoe BeLLLeCTBO NOYKK (puc. 1).

Puc. 1 TpoAonbHbI Cpe3 Nouku.

HedpoH - 3TO CTPYKTYPHO-(DYHKLMOHANbHAA efuHULa NOYKKU, OTBET-
CTBeHHas 3a ob6pasoBaHue mMoun (puc. 3). B KaXaoi noyke HacuuTbiBaeTCA
cBbiWwe 1MunanoHa HeypoHOB. BbIAenatoT cnefytoLime oTAeNbl HepoHa: no-
YeUHbIN Knyboyek, NPOKCUManbHbIA KaHanew, netns eHne (netns Hedpo-
Ha), AMCTanbHbIA KaHanewy u cobupaTensbHas Tpy6ka. [ocneaHas He BXOAWUT
HenocpesCTBEHHO B COCTaB He(ppoHa, HO B (YYHKLMOHAIbHOM OTHOLUEHUU
ABNSETCA ero COCTaBHOM YacTblo.

MoueyHbIn kKNyboUeK NpeacTaBaseT coboli CeTb Kanunnspos U npeg-
HasHayeH Ans unbTpauuu nnasmbl Kpoeu (puc. 2). KanunnspHas CTeHka
COCYAMUCTOr0 My4yKa COCTOUT U3 FNOMepYNAPHONA 6a3anbHOW MembpaHbl, ye-
ThipeX TUMOB KNETOK (3HAOTeNuasbHble, 3NMUTeNnabHble, Me3aHrnanbHble
[BYX TMOB). CBA3LIBAKOLLMM U NOALEPXKMBAIOLL MM BELLLECTBOM COCYANUCTOrO
nyyKa ABNSETCA Me3aHr1ii.

nomepynspHas 6a3anbHas MeMbpaHa cUMTaeTcs OCHOBHOWN HeKneTou-
HOW CTPYKTYPO nMouyeyHoro unbTpa, KOTOpas B MOCTHaTalbHOM nepuoje
aKTMBHO CUHTe3upyeTcsi nogouutamu. [pn 31eKTPOHHOW MUKPOCKOMMM
BM3yann3npyrTCs TpU cnos 6asanbHoil MembpaHbl: BHyTpeHHMIt (lamina
rara interna), ueHTpanbHblin (lamina densa) u HapyXHbIi cnoi (lamina rara

8 asal
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Puc. 3. CTpoeHue kny6ouka.
1. MpuHocAwas apTepua knyboyka. 2. Kancyna
3. MonocTb Kancynsl. 4. Kanunnapel. 5. BelHOCA
was apTepus Knybouka.

OpraHoreHes MOYeBbIAENNTENbHON CUCTEMBI

externa), KOTOpbI/ HemnocpesCTBEHHO
KOHTaKTUPYeT C HOXKamMu MoLOLUTOB.
CTpYyKTypHas OCHOBa rNOMepyNspHOil
Mem6paHbl MpeAcTaBneHa KonnareHom
IV Tuna, HEKoONnareHoBbiM 6enKom
NaMUHUHOM W MOANAHWOHHBLIM rena-
paHCcynbMaTnpoTeorIMKaHOM. nn-
KOMPOTEUHbl M MyKoMnoaucaxapuasl
rNoMepynspHoin 6a3anbHON MembpaHbl
06pasyoT BbICOKOMOMEKYNAPHBIA Ma-
TPUKC, MpPensaTCTBYIOWMIA MPOHUKHO-
BEHUIO KPYMHbIX MaKPOMOJIEKY/T B 3KC-
TpakanunasapHoe NPOCTPaHCTBO.

Puc. 2. Cxema HethpoHa 1 cobrpaTenibHbIX
Tpy6oyek:
1 - knybouek; 2 - kancyna; 3 - a.e™eren$;
4 - a. affeten$; 5 - npokcumanbHbIA W3BNTON
KaHaneu; 6 - neTna leHne; 7 - cobupaTenbHas
TpybKa.
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