OB30PHI JTINTEPATYPHI Tom 13, N 1,2023 Yponoruyeckie BeoMoCTy

87
DOI: https://doi.org/10.17816/uroved321422 ' 4.)
0630pHas cTatba
Check for
updates

KucrosHbie OGPHBOBGHMSI noyekK —
HacneaACTBeHHO-AeTepMUHUPOBaHHbLIE,
BpoXXAEHHble U I'IpMOGpETeHHbIe

C.A. 3amsatHuH, U.C. MoHuap

Mpuo3epckan MexpaiioHHas bonbHMUa, Mprosepck, JleHnHrpaackas obnacts, Poccus

KucTbl noyek MoryT BbiTb KaK CaMOCTOSTENbHOWM HO30/10rMHYECKON e AVHULIEN, TaK U KIIMHUYECKUM MPOSIBIEHUEM WM OC-
NOXXHEHMEM TsKeNbIX 3abonieBaHWin. [ToHUMaHKe 3NMAEMMONOrMK, NaToreHe3a U pa3Ho0bpasns NPUYKMH Pa3BUTUS KUCTO3HOM
bonesHu noyek cnocobcTByeT CBOEBPEMEHHOW MOCTAHOBKE AMarHo3a W Bbibopy 060CHOBaHHOM TaKTUKK fedeHns U npodu-
naktuku. lpeacTaBneHHbIN 0030p NMTEpaTypbl OMKUCHIBAET Haubonee YacTo BCTpeyaloLMecs MpoLecchl, CnocodcTeytoLme
PasBUTUIO [LaHHOM NATONOMUK, @ TAKIKE FeHETUYECKME BONE3HN U pefiKMe NPUYMHBI, KITMHUYECKUM NPOAB/IEHNEM KOTOPbIX AB-
nseTca 00pa3oBaHWe KUCTO3HbIX NONOCTeN. B cTaTbe npefcTaBneHbl OCHOBHbIE AUArHOCTUYECKUE alrOpPUTMbI U COBPEMEHHbIE
KnaccuuKaumm 60nesHN Ana NpakTUYecKoi noMoluy Bpady. 0630p COAEPIKUT aKTyasbHy0 MHGDOPMALMI0 MO COBPEMEHHOMY
CTaIMPOBaHMIO KMUCTO3HOM 00NIe3HM NoyeK no Knaccudukaummu Bosniak, a TakxKe npefcTaBieHa YacToTa pUcKa ManurHusa-
UMM COrNacHo npeacTaB/eHHbIM B IUTepaType CTaTUCTUYECKUM AaHHbIM.
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Kidney cystosis — hereditary, congenital
and acquired

Sergey A. Zamyatnin, Irina S. Gonchar
Priozersky Interdistrict Hospital, Priozersk, Leningrad Region, Russia

Renal cysts can be both an independent nosological entity, and a clinical manifestation, or a complication of a severe dis-
eases. Understanding the epidemiology, pathogenesis and diversity of causes of cystic kidney disease contributes to the timely
diagnosis and selection of reasonable treatment and prevention tactics. The presented literature review describes the most
common processes that contribute to the development of this pathology, as well as genetic diseases and rare causes, the clini-
cal manifestation of which is the formation of cystic cavities. The article presents the main diagnostic algorithms and modern
classifications of the disease for practical assistance to the doctor. The review contains up-to-date information on the modern
staging of cystic kidney disease according to the Bosniak classification, and also presents the risk of malignancy, according to
the statistical data presented in the literature.
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OB30PHI JUTEPATYPHI

BBENEHUE

LLinpokoe BHeapeHWe B KITMHUYECKYIO NMPAKTUKY pa3nny-
HbIX Jly4eBbIX METOA0B 06CNeA0BaHNA M UX UCMOMb30BaHME
B KauecTBe CKPUHWHIOBOW AMarHOCTUKU CocobCTByeT pocTy
YacToTbl CNy4aliHO BbISBNIEHHBIX KUCTO3HbIX 0Opa30BaHwil
noyeK. Yalle ocTanbHbIX BCTPEYAKITCA NPOCTbIE KUCTbI MO-
yek (KIT), pacnpocTpaHeHHOCTb KOTOPbIX Y MYXYWH B TpU
pa3a BbILUE, YEM Y KEHLUMH, @ YacToTa WX NOSIBSIEHNS Npo-
nopuuoHanbsHa Bo3pacTty. CornacHo npeAcTaBieHHbIM B JiK-
TepaType AaHHbIM, 0[HAa UM HECKONBKO KUCT MAEHTUDMLM-
pytotca y 50 % nogeit ctapuwe 50 ne [1].

BoisiBNeHMe KMUCTO3HbIX 006pa30BaHMii MOYKM 3aBUCUT
OT AMArHOCTUYECKUX BO3MOXHOCTEM Jly4eBbIX METOJ0B UC-
CNef0BaHWA, KOTOPbIE CYLLECTBEHHO OTAMYAKTCA ApYr
ot apyra. lNpy ynbTpassykoBoM ckaHupoBaHuu KI noumpytot-
Ay 6 % naumenToB B Bo3pacte oT 21 go 40 neTne 35 % —
y nmu, ctapue 70 net. Bo3MoXKHOCTW KOMNbIOTEPHOI TOMOrpa-
dum (KT) HeckonbKo Bbilwe 1 cocTaBnsAloT 8,2 % y B3pocbix
0o 40 nert, 27,5 % B rpynne ot 40 o 59 net u 49-70 % cny-
yaeB B CTapLuen Bo3pacTHoi rpynne [2-5]. OpHako ctouT
MpU3HaTh, YTO UCTMHHAs 4acToTa BCTPEYaeMOCTU 3TOM Na-
TONOMMW HEU3BECTHa, BCNELCTBME HEL0CTAaTOMHOIO AMUCMaH-
CEpHOro 0XBaTa HaceseHus € UCMO/b30BaHUEM JIy4eBbIX Me-
TOLOB AMArHOCTUKM, KPOME TOro, KUCTO3HbIE MONIOCTU MOryT
ObITb pa3sMepoM 0T HECKOJIbKUX MUKPOH, He MAEHTUdULM-
POBaHHble CTaHAAPTHLIMK crocobamm [6]. CyLiecTBYHOT TaK-
e CNoXHOCTU B auddepeHUManbHOM AUarHoCTUKe Mexay
npocTbiMu nprobpeTteHHbiMu KT 1, BCTpeyatoLmMMmcs 3Hauu-
TENbHO PEXe, FeHeTUYECKN-AeTEPMUHMPOBAHHBIMU, @ TaKKEe
KMCTaMM, HampuMep, 3XMHOKOKKOBOM 3Tuonorv v np. B Ha-
cTosILLel nybnMKauuM NpeacTaBneHo OMMUCaHUe PasiMyHbIX
3aboneBaHui, Ans KOTOPbIX CBOACTBEHHO HOPMUPOBAHME KM-
CTO3HbIX NOIOCTEl B NOYKaX, UX INUAEMUONOTUS, 3TUOSIOMUS
W KIIMHUYeCKWe NPOSIBIIEHUA.

MATOrEHE3 U NPU4YUHBI PA3BUTUA
KUCT NMOYEK

[lo HepnaBHero BpeMeHM B y4ebHbIX MOCOOMAX MOXKHO
b0 BCTPETUTL KOHCTaTauMIo TOro akra, 4To naToreHes
passutua npoctbix KM u3yyeH HepocTaTouHo. B onwuca-
HWM, KaK MpaBWio, YNOMMHANOCh, YTO WX BO3HUKHOBEHMIO
NPeaLecTBYIOT HApYLUEHUs KJIETOYHOW 3NUTeNIUanbHON
ApXWTEKTOHUKW [AUCTaNbHOrO M3BWUTOrO WM cobupartenb-
HOro MPOTOKa, a TaKKe nponudepaumus KNETOK KaHalbLeB.
CywwiecTBeHHO 6onbluee BHUMaHWE YAENANOCh WU3YYEHMI
natoreHesa reHeTUMYECKU-LeTEPMUHMPOBAHHBIX KUCTO3-
HbIX LedopMauni NoYeK, UMELLMX COLMaNbHO-3HAuMMOoe
onpeaenenune. HanpuMep, npsiMas NpUYMHHO-CIIEACTBEHHAS
CBA3b Pa3BMTUS ayTOCOMHO-LOMWHAHTHOTO MONIMKMCTO3a
1 MyTaumm B reHe PKD bbinn oTKpbITh ewwe 80-e roabl npo-
wrioro ctonetus. Mo3aHee bbina BbISBNEHA M JoKa3aHa He-
paBHas 3HauMMocCTb Hapywenun B PKDT n PKDZ2. Ha ponio
pedektoB PKDI npuxoputcsa npumepHo 80-85 % cnyyaes
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ayTOCOMHO-AOMWHAHTHOrO MonkucTo3a nodek (ALNM), B To
BpeM Kak ¢ MyTaumammn PKDZ accoummpytotcs Tonibko 15 %.
MpoponkaeTcs NOUCK U Apyrux GopM reHeTUYecKUx aHoMa-
VWA, BbISIBNIEHA 3aBUCMMOCTb B aKTUBHOM Nporpeccum bones-
HY OT KOHLIEHTPaLIMA, KOHTPOAMpYeMbIX reHoM PKD 6enKoBbIX
®pakumi u np. [7-9].

B nocnegHue rofbl NpoBOAATCA WcCnefoBaHWS, BOC-
NoNHAKLWMe «npobenbl» 3HaHWA. be3ycnoBHbIM NpU3HaeTCs
Tesuc, yto passutue npocTbix KIT npoucxoout Bcnepctame
AedeKTa KNeToK 3NUTeNINA AUCTabHOTO U3BMTOMO WK CO-
OupaTenbHOro NpoToKka. 3T0T haKT NOATBEPIKAAET NpPeuMy-
LLIeCTBEHHYI0 TOKanM3aumio 06pa3oBaHNi B KOPKOBOM BeLLie-
cTBe noyky [3, 10, 11]. Kak 13BeCTHO, KybKU4ecKuin anuTenmin
KaHarbLa COCTOMT U3 YeTblpex KOMMapTMEHTOB: 6a3anbHas,
anuKanbHas, natepanbHas W LMTONNa3MaTuyeckas obna-
cTu. Mpoucxopswan nponudepaums 3TUX KIETOK NPUBOAUT
K YBEJIMYEHMIO EMKOCTU KUCTbI, HAaNOMHEHHON NpoAyLMpo-
BaHHOW KaHanbLaMy JXUAKOCTbI0. B page nccnenoBaHnii go-
KasaHa ponb AunaTtauuu noyeyHbX KaHambLeB B pa3BUTUM
Pa3nMuHbIX LMTONOrMYECKUX Ae(eKTOB W, Kak CneAcTBue,
HapyLUeHMe MpOoLeccoB aaresvn u nponamdepaumy B passu-
TMM KUCTO3HOM Bonesnu [11, 12]. MonTBepxaeHneM npen-
CTaBJIEHHOW naToreHeTUyecKoi Teopun dopmmupoBanma Kl
ABNAKTCA NabopaTopHble uccnefoBaHus. Mopdonoryeckui
aHanu3 y 17 cBuHen, onybiIMKOBaHHBIA B OLHOW U3 HAYuHbIX
nybAMKauuiA, NOKasan, YTo KMCTa BbICT/IAHA OLHOC/OWHLIM
YMOLLEHHBIM 3MUTENMEM, OFPaHUYEHHBIM BOTOKHWUCTOM CO-
eMHUTENbHOM TKaHblo, 4acTo MpopacTaloLLel B NapeHxuMy
noyKK. B aTnx obnacTax BbIsBNEHbI NPU3HaKK aTpodnm 1 fe-
reHepauuu KaHanbLes [6].

YKa3aHHble NaTonorMyeckue npoLecchl 0bBACHAT 3a-
KOHOMepHOCTb B yBenu4yeHun obbeMa KIl, nx nokanusaumm,
a TaKKe 3TUOJIOTMYECKYI0 POSib PasBUTUSA psALa CUMNTOMOB
U CMHAPOMOB. [IaMeTp KUCT MOYKM B CPEHEM MOXET yBe-
nuumBatbea 1o 5 % exerogHo, i B 1,6 pa3a 3a 10 net [4].

MpuumHbl passBuTUS LedEeKToB KaHanbLEeB M MpOTOKOB,
C nocneaylowmuM KuctoobpasoBaHneM, MHoroobpasHsl. Tpa-
OVLMOHHO BCE 3TUOMOTMYECKUe (aKTopbl MOXHO pa3fenuTb
Ha BPOX[EHHble, NpuobpeTeHHble U HacnencTBeHHble. Mc-
X0As W3 BbllweckasaHHoro, KIT mMoryT dopMupoBatbes yxe
Ha 3Tane 3MOpUOHANbHOMO Pa3BUTUS, Y LETEN U Y B3POCHbIX
ntoboi Bo3pacTHou rpynnsl [6].

lprMepoM BPOXAEHHOW NATONOTMN ABASETCA MYNbTU-
KUCTO3Has AMCNNa3vs Movek, pa3BUBalOLLAACA B pe3ysb-
TaTe HapyLLeHus aMbpuoHanbHoro hopMuUpoBaHns HedpoHa.
BnepBble faHHas naTonorus bbina onucaHa eLle B cepeauHe
npowunioro cronetus. B nutepatype MOXHO BCTpeTUTL pas-
JINYHbIE HAUMEHOBaHUS 3TON HO30J10rMYECKO HOpMbI, B TOM
yucne peHasbHas annasus U 0LHOCTOPOHHSAS NOSIMKMCTO3HAS
bone3Hb noyek. Kak npaBuo oHa pa3BuBaeTCs ¢ 0HOM CTO-
POHbI M UMeeT yacToTy BeTpeyaeMoctu 1 cnyyaid Ha 1000-
4300 HoBOpOXLEHHBIX. [IBYCTOPOHHUI MPOLLECC BO3MOXEH,
HO BCTpeyaeTcs 3HaumTenbHO pexke — B 1 cyyae Ha 36 000 ve-
NOBEK W COMPOBOXAAEeTCA MepTBOpOXAaeHueM [8, 13, 14].
YunTbiBas BPOMOEHHbI XapaKTep UM COBPEMEHHbIE
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PucyHok. KomnbtotepHasi ToMorpagus. AyTOCOMHO-[,0MUHAHTHBIN
MOSIMKIMCTO3 MOYeK

Figure. Computed tomography. Autosomal dominant polycystic
kidney disease

TEXHUYECKUE BO3MOXKHOCTH, 3PHEKTMBHOCTL MPeHaTanbHoM
JnarHoctukn pocturaet 94,1 %. OfHaKo CyLlecTByHT Mc-
CnefoBaHus, CBUAETENbCTBYIOLLME O KpaiiHe HWU3KMX MOKa-
3aTeNiAX NpeHaTanbHOro YCTaHOBMIEHUS AArHo3a, He NpeBbI-
watowmx 50 % cnyyaes, 4To, MO MHEHWKO aBTOPOB, CBA3AHO
C COLMANbHO-3KOHOMMYECKUM MOJIOXKEHNEM CEMbM U FOBOPUT
0 HeobX0AMMOCTW pacLUMpeHUst LOCTYMHOCTU CKPUHWHIOBbIX
MeTOLL0B UCCNEeA0BaHUA 1 UX nonynspusaumu. 3aboneBaHue
XapaKTepu3yeTcs YBESIMYEHUEM MOYKM, MHOMECTBEHHLIMM
KMCTaMM, 3aMeLLaoLLIMMM BOMbLLYH0 YacTb NapeHXUMbl opra-
Ha, a TaKKe aTpe3uneil Uim runoniasuen MoYeTouHuKa [15].

N3BeCTHbI HeCcKONbKO Pa3HOBMAHOCTEH FeHETUYECKM
LeTepMUHMPOBaHHbIX 3ab0NeBaHuiA, KOTopble MpOSBMIAOTCA
KMCTO3HbIMW AedopMaumamm nodek. K HUM oTHocsTca ayTo-
COMHO-A0MWUHAHTHO U ayTOCOMHO-PELIECCUBHO HacneAyeMblii
NOJINKUCTO3 NMOYeK (CM. PUCYHOK).

Kaxnapin Bpay-yposior B CBOE KJIMHUYECKON MPaKTUKe
CTasKMBanCAa ¢ runepAMarHoCTMKOM 3Toi naTtonorum B op-
MarTe BOJIbHOW MHTEPMPEeTaLMM pe3yNbTaToB yNbTPa3ByKOBOr0
uccneposauus (Y31). B To xe Bpems cyLLecTByloT 06beKTUB-
Hble TPYAHOCTU B AMdhepeHLManbHoi AMarHoCTMKe MHOXe-
ctBeHHbIX KIT v nonmkucTo3a Ha HayanbHoM 3Tane.

Mpu ALMNM KUCTO3HBIE MONIOCTU OKPYrIoM GOpMbI pas-
JIMYHBIX pa3MepoB 00pa3yloTcA BO BCEX CErMeHTax He-
(poHa M pacnpefenswTcA No BCei NapeHXMMe OpraHa.
Mpu ayTOCOMHO-PeLLeCCMBHOM NoMKMCTO3e noyek (APII)
KMCTO3Hble MOSIOCTU UMEIOT BbITAHYTYH (OPMY U MEHbLUWI
pa3Mep, TaK KaK fBAKOTCA M3MEHEHHbIMU PacLUMPeHHbIMHU
cobupatesbHbIMM TPybOYKaMu M COXPaHAKOT CBSA3b C He-
tdpoHom [16]. ALMNM NpuBOAMT K pasBuTUIO TePMUHANBHOM
MoYeYHON He0CTaTOYHOCTY Y MoJaBNAtoLLero 60NbLUMHCTBA
nauueHTtoB K Bo3pacty 60 net [17]. lNoaTBepxaeHnem 3To-
ro dakTta cnyxart onybnuKoBaHHble pe3ynbTaTbl CTAaTUCTUKM
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13 NONynAUMOHHOro peructpa l'epMaHum, no fLaHHbIM KOTO-
poro 32 % nauueHToB, NOPaXKEHHbIX 3TOM 60/E3HbI0, HaX0-
OATCA Ha 3aMeCTUTENbHOM MOoYeYHoW Tepanuu. TepMuUHanb-
Hasl XPOHWYECKas MoyeyHas HeJoCTaTOuHOCTb pa3BMBanach
y 75 % nauwuenTos K 70 rogam u ctapue [9].

YacTota BcTpevaemoctu ALIMMN konebnetca B Auanaso-
He ot 1:500 go 1: 1000 yenoBek, uto cootBetcTByeT 6000
HOBbIX C/ly4yaeB D0ME3HM B rof, B HALLEW CTPaHe U NPUMEPHO
12,5 MnH yenoBek Bo BceM Mupe. KnnHUYecKue nposiBeHus
APIM passusatotca B 1 cnyyae Ha 20000-100000 peteit
B rog [/, 8, 18-20].

MpeacTaBneHHble CTAaTUCTMYECKME [aHHble [0Ka3blBaloT,
yro AN sBnsieTca pacnpocTpaHeHHon GopMoii 6onesHu no-
UeK, C KIMHUYECKUM [1e6H0TOM NPenMyLLIECTBEHHO Y B3POCTbIX,
HeCMOTPSA Ha T0, YTO KUCTO3Has fedopMaLvs HauMHaeT hopmu-
POBaTLCA BHYTPUYTPOOHO. BayHo OTMETUTB, UTO PsifL CUMITOMOB
Done3HM MOXKET NPOSBNATLCA M B IETCKOM Bo3pacTe [16, 21].

3abonesaHue, Kak MpaBuio, MyNbTUCUCTEMHOE U Ya-
CTO COMPOBOXAAETCA NATONOMMEN MHbIX OpPraHOB W CUCTEM
(cM. Tabnmuy).

Ewe oaHOW pa3HOBMAHOCTbH AyTOCOMHO-LOMWUHAHTHO
Hacnepyemoro 3aboneBaHus, 4SS KOTOPOro CBOWCTBEHHBI
MyNbTU(OKANbHbIE MOPAXEHUS Pa3/IUYHBIX OpPraHoB W CH-
CTeM, B TOM YuCNie M KUCTO3Has AedopMaLms MouyeK, siB-
nsetcs Ty6epo3Hbiii cknepo3 (TC). Cpean Bpauein MoXHO
BCTPETUTb U BTOPOE Ha3BaHME 3TOM HO30MI0TMYECKOW dop-
Mbl — 60n1e3Hb bypHeBunns.

lepBoe cooblueHne 0 CUMMTOMOKOMMIIEKCE, MO3AHee
CMCTEMATU3MPOBAHHOM M [0Ka3aHHOM KaK MposBeHue
0[lHON Bone3Hu, bbino caenavo B 1863 r. Friedrich Daniel
von Recklinghausen. B nybnukaumm onucbiBanuch TBepable
(cknepoTuyeckne) obnact B ronoBHOM Mo3re, a TaKKe
onyxosb cepaua y pebeHKa, KOTOpbIA yMep B HeoHaTalb-
Hblll nepuop. Désiré-Magloire Bourneville B nepuog ¢ 1880
no 1900 r., onybnuKoBan HeCcKONbKO Hay4HbIX paboT, Ko-
TOpble ONpeLeNuan OTAESbHYI NaToNIOrMYECKYI0 CYLLHOCTb
Yy MauMeHTOB, CTPaAAloOLLMX HapYLUEHUSMW Pa3BUTUS U 3NK-
nencveli [22]. B nononHeHne K BOBEYEHUIO B MaTONOMM-
yeckuii mpouecc ronoBHoro Mo3ra, D. Bourneville cBasan
B 0bLWMIA npouecc M aHOManuW, pa3BUBAKOLLMECS B MOY-
Kax W Ha Koxe. lo3gHee, B 1908 r., Vogt caenan BbiBog,
YTo ANS NauMeHTa ¢ TyDEepo3HbIM CKIIEPO30M 00S3aTeNbHO
CBOWCTBEHHbI 3aiePKa Pa3BUTUS, MUNENCUA U KOXKHble
cumnToMbl. 0iHaKO COBpPEMEHHbIE UCCNIe0BaHNA NOKa3any,
4TO 3TOM TpMade cooTeTcTBYOT ToNbKO 30 % Bcex naumeH-
TOB C Tybepo3HbIM ckiepo3oM [22]. CotpyaHukammn OTBOY BO
«CaHKT-leTepbyprckuii rocyaapCTBEHHBIA NeAMaTPUYEeCKUi
MeAMLMHCKWIA yHuBepcuTeT» Munsgpasa Poccum B 2018 T.
onucaHbl 2 ciyyas Tybepo3HOro CKieposa y MasbuMKOB.
B 0boux HabnofeHUAX MIMeNN MECTO TMNOMUIMEHTUPOBAHHbIE
MATHA Ha TYNOBMLLE M KOHEYHOCTSX, FaMapTOMbl CETHATKM,
cybaneHAMManbHbIE FUraHTOKIETOYHbIE aCTPOLMTOMBI HOKO-
BbIX }ENYA0UKOB U KOPTUKambHble Tybepbl FON0BHOM0 MO3-
ra, pabgomMvoMbl cepaua, a TakiKe ABYCTOPOHHUE KPYMHbIe
KMCTbI NMOYEK, YTO NOKa3blBaeT LUMPOKYH ManuTpy CUMMTOMOB
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Ta6nuu,a. Bepomele CUMMTOMbI @yTOCOMHO-4,0MWUHAHTHOI0 MOJINKUCTO3a NOYEK U CO4eTaHHbIe NaTos1I0rMn

Table. Probable symptoms of autosomal dominant polycystic kidney disease and comorbidities

CvMnTOM/CHMHAPOM

YactoTa pasBuTUA

[oyeyHble cMMNTOMI

Hapywenuns dunbtpaumumn Moum

ApTepuanbHas runepTeHsus

Onpenensetcs 6onee Yem B 60 % cnyyaes elle B AETCKOM BO3pacTe, HO 4acTo
paHHMe NPOSBIEHUA OCTAOTCA He3aMeyeHHbIMU [9]

CaMoe paHHee 1 pacnpocTpaHeHHoe (5—44 %) cuctemHoe nposinenne AL

HaunHaeT nposBnsTLCs y feTell U 00BACHAETCA Pa3BUTUEM ULLEMUM NAPEHXUMbI
W aKTMBaLMEN PeHNH-aHMMOTEH3WH-abLOCTEPOHOBOM CUCTEMBI. YBENMYEHWE
06beMa noyeK No AaHHbIM MarHUTHO-pe30HaHCHON ToMorpadum siBAseTCs
WHAVMKaTOpPOM HebnaronpusTHoro Ucxoaa. Mo AaHHbIM 3.0. AHApeeBoit U CoaBT.
apTepuanbHas runepTeHsus peructpupyetcs B 32,6 %y AeTei M NOAPOCTKOB
u B 100 % cnyyaes y B3pocnbix B Bo3pacte oT 25 go 50 net [16, 42]

TepMuHanbHas XpoHMYecKas noyeyHas HepoCTa-
TOYHOCTb U NPOTEUHYPUS

Y naumeHToB cTaplue 60 neT TepMUHaNbHas noYeyHas HeAOCTaTOYHOCTb
peructpupyetcs B 60 % cnyyaes. Temn cHkennst CKO B cpenHem cocTasnsieT

4,4-5,9 mn/(MuH-To). Hanuuue v BbIpaXKeHHOCTb NPOTEUHYPUM MPOMOPLMOHA b=

Bonesoi cMHApoM B NosicHUYHOW 0bnacTy,
no GnaHKy, B }nBOTe

MoyekameHHas 60ne3Hb

Hbl CKO [9, 16]

OTmeuaetcs 6onee yeM y 60 % nauventos ¢ ALMNM [41]

Hedpommas pmarHoctupyetcs y 8-36 % naumentos ¢ AL

Penko nposiBnsetca B AeTCKOM Bo3pacTe U 06bl4HO passuBaetcst nocne 20 net [9, 21]

lematypus

3nu3oabl MakporeMatypun perucTpupytotcs y 60 % naumeHToB W KynupyloTcs,

KaK npasnio, CaMoCToATEJIbHO B Te4eHNe HECKOJIbKUX CYTOK [9]

WNHdeKumsa MoyeBbIBOASALLMX NyTen

Pak noyku

[warHoctupyetcs y 30-50 % [16]

BrisBnstoTCA eanHUYHbIE C/ly4au Manurdusaunm KucT (LlaLI.l,E MOXHO BCTPETUTb

puck MeHee 1 %). OpHako uccneposahms C.A. Jilg 1 coaBr., npoaHanu3npoBas-
Wwue natoMopdonoruyeckue pesynbTathl 240 naumeHToB, NepeHecLUMxX HedpaKTo-
muto no nosogy AZLNI, nokasanu pucK pasBUTUS MOYEYHO-KIIETOUHOrO paKa 5 %

[44—46]

BHenoyeuHble CMMI'ITOMbI/CVIHJJ,pOMbI

MonnKkucTo3 neyexm

AHeBpM3MbI r0JIOBHOro Mo3ra
W apaXxHouAalibHble KUCTbI

I'Iponanc MUTPANbHOro KianaHa
WK1 ABYCTBOPYATOro aopTasibHOro KanaHa

KucTbl nomwxenynouHom xenesbl

KucTbl ceMeHHbIX My3bIpbKOB.
HapyweHnus depTunbHocTH

CoueTaHHOe nopaxeHue BcTpeyaetcs bonee yem y 80 % naumentos [9]

BcTpeuvatotes y 4—11,7 % B3poc/ibix nauneHToB [42]

BcTpeyaetcs y 25 % B3pocsbix nauveHTos [42]

BcTpeyaetcs y 35 % B3pocnbix naumeHTos [9]

Buisinsiotcs y 40 % MyxumH [43]

lpumeyanue. CKO — ckopocTb KnyboukoBoii dunbtpaumm, ALMNM — ayToCOMHO-A0MUHAHTHBINA NOMKMCTO3 MOYEK.

bonesHn. KuctosHoe nopaxeHue noYeK U aHrMOMUOUMOMBI
npu TybeposHoM cknepose BcTpeyaetcs y 50-70 % pe-
Tel [23]. PacnpocTpaHeHHOCTb M KIMHMYEeCKas 3HaYMMOCTb
aHrMonMnoMarosa noYek OJHOBPEMEHHO C KucToobpaso-
BaHWEM Y B3pOC/IbIX MOATBEPKAAIOTCA OMUCAHUEM ApPYroro
KIMHU4YecKoro cnyyas. HeHwwmHe noTpeboBanoch HeCKOMbKO
XMPYPrMYeCKMX BMeLLaTesbCTB AJ1S KyrnupoBaHWs CUMNTOMOB
1 MaKCUMarbHO BO3MOXHOMO NPOJOIKUTENIBHOMO COXpaHe-
HWA YHKLMM NMoyeK [24].

K pemkuM reHeTnyeckuM 3aboneBaHusM, NposBAAiO-
wumcst popmmpoBanmeM KI1, oTHocutcs HedpoHodTHS,
ayTOCOMHO-PELIECCUBHO Hacnefyemas HO30/10rvs, BCTpeya-
towascs B 1 cnyyae Ha 50000-900000 yenosek. Bnepsbie

DOl https://doi.org/10.17816/uroved32142?2

natonorus bbina onucana B 1945 r. Smith u Graham 1 Ha3Ba-
Ha «MeLlyNIAPHOMN KUCTO3HOI bose3HbI0 novek». Cnycts 6 neT
G. Fanconi et al. npeanoxun TepMUH «CeMeiHbIii I0BEHWb-
Hblii HedpoHohTU3 (pacnaf HedpoHOB)», YTO OTpaXano ru-
cTonaronoruto 3aboneBaxus [25].

BonesHb NposBRseTCs B OOWH U3 TPEX NEPUOJOB HMU3-
HW: MHAHTUNBHLINA (BO3pacT Hayana Ao 3 NeT); OBEHUSbHBbIN
(cpeHui Bo3pacT Hayana 13 ne); B3pocnblit. KIT popmupy-
I0TCS MPEUMYLLLECTBEHHO Ha MO3LHNX CTafuaX pa3BuTus [26].
Y 10-15 % 60MbHbIX BbISBASKOT BHEMOYEYHbE CUMMTOMBI,
K KOTOPbIM OTHOCATCA [ereHepauus CeT4YaTKU, CUHLPOM
ybepa, ¢nbpo3 neyeHu, cuHapoM KoraHa, KOHYCOBUAHBIN
anudus un ap. [25].
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N3BecTHbIM ayTOCOMHO-LOMUHAHTHLIM 3aboJieBaHu-
€M, MopaKaloLLMM MoYKy, sBnseTcs 6onesHb doH Munne-
na - Jiunpay (VHL). [lns Hee CBOWCTBEHEH KIIMHWUYECKMIA
LeblT B MONOAOM BO3pacTe B BUAe pasBUTWS U Mporpec-
CMpOBaHWA J06POKAYeCTBEHHBIX M 3/T0KAYECTBEHHbIX KUCT
1 ONyXoneli pasnnyYHbIX OPraHoB U CUCTEM, NPEUMYLLLECTBEH-
HO HEPBHOM CUCTEMbI U BHYTPEHHUX OpraHoB. YacToTa 3a-
bonesaemocty coctasnset 1 ciyyaii Ha 36 000 yenosek. bo-
nesHb GoH Mmnnens — JIuHaay HasBaHa B YeCTb HEMELIKOrO
odTanbmonora EBreHa doH Xunnens, KoTopbin MAEHTU(U-
LMpoBan U onucan reManrnobnactoMel cetyatku, v Apeuaa
Junpay, weepcKoro nartoniora, 06HapyKMBLLErO CyyaliHoe
COYEeTaHHOE MOSABEHNE reMaHrMob1acToMbl CETHATKY U MO3-
JKEUKa C OMyXONIIMM M KUCTaMM BO BHYTPEHHMX opraHax. Ma-
LMEHTbI N0Apa3aensioTca Ha pasHble rpynnbl: Tun 1 — ¢ VHL
npeuMyLLecTBeHHO 6e3 deoxpomountomsl, TMR 2 — VHL
¢ heoxpoMoumnToMoi. lNopaxeHne NoyYeK xapakTepusyetcs
(hopMMPOBaHMEM KUCT W Pa3BMTUEM HEOMIACTUHECKOr0 Npo-
uecca [27].

[na 6onbLuMHCTBa Bpayeli Hanmume y naumenTa Kl acco-
LMMpyeTca ¢ NprobpeTeHHOM, Tak Ha3blBaeMoW NPOCTOM, KU-
CTON, TpebytoLLen AMHaMMYeCKoro HabmoaeHNa U B peaKnX
C/y4asx onepaTMBHOIO BMeLLaTeNbCTBa. IToMy cnocobcTByeT
BbICOKasH pacnpoCTpaHeHHOCTb NpocTbix beccumnToMHbIX KT,
KaK 6bl110 0TMEYEHO paHee, U 3HAUNUTENBHO PEXe BCTpeyako-
LUMecs napasuTapHble, MaJUrHU3WPOBAHHbIE U MPOYUE KU-
CTO3Hble 06pa3oBaHus.

Kuctbl napasutapHoii (3XMHOKOKKOBOW) 3TMONOrUM
Pa3BMBAlOTCA MPEUMYLLECTBEHHO B TKaHW MEYeHW, JIErKux,
OpIOLLMHBI, CanbHUKA, MBILLLL, Cene3eHKW. [opaxeHue noyvex
He npe.bILaeT 1,5-4,5 % Bcex cnyyaeB IXMHOKOKKO3a [28, 29].

HecMoTps Ha cTofb pefiKyto pacnpocTpaHEHHOCTb, B Jn-
TepaType MOXHO BCTPETUTb A0CTAaTOHHOE KONMYECTBO Nybnn-
KaLuid, WoCTpUpYIOLLIMX NOA0BHbIE KIMHWUYECKMe Habnoae-
Hus. Tak, cneupanmncTsl CaMapcKon 061acTHOM KITMHUYECKO
BosbHMLBI OMMCanM CiTyyali MauMeHTa C 3XMHOKOKKOBOMN K-
CTOV MOYKM, pa3BMBaBLLENCA Ha npoTsikeHun 10 net. AeTopbl
YKa3bIBaloT, YTO NPY MEPBUYHON CKPUHMHIOBOM UArHOCTUKE
MaumMeHTy ObiN YCTaHOBNEH [MarHo3 NPOCTOiA HEOCNOXHEH-
HOM KucTbl. [loBTOpHOE 06CNej0BaHME OH NPOLLEN JULLb Cy-
cta 10 net npu nosBneHun 6o1eBoro cMHAPOMa, Koraa v bbin
YCTaHOB/NEH BEPHbIA AWArHo3, a NMOPaXeHHask IXMHOKOKKOM
KMCTO3Has NON0CTb 3aHWMana 3HauMTeNbHY0 YacTb OpraHa,
yto notpeboBano ero ynanenus [29]. NMoxoxee KIMHUYECKOE
HabnoAeHWe NpeACTaBAeHO KOMIEKTMBOM aBTOpOB K3 Ps3a-
HW, MOKa3aBLUWA TPyLHOCTU auddepeHUManbHON AUarHocTU-
KW AnUTeNbHO M 6ecCMMNTOMHO pacTyLuei 3XMHOKOKKOBOM
KMCTbI MOYKM U conuaHoro obpasosanua [30]. MpeacTasnset
WHTEpeC Cnyyan 22-neTHero MyXUuHbl, Y KOTOporo 6bina
LVarHocTupoBaHa KpynHas (14 cM) KucTa BepxXHero noso-
ca NieBoil NouKu. MpoBefeHHas AMarHocTKa, BrtoYas KT,
He roKasana Hanuyue NeperopofokK, KanbLUMhUKaLMK 1 UHbIX
MPWU3HAKOB, MO3BONSAIOWMX 3aN0A03pUTb NapasuUTapHyHo
3Tuonoruio obpasoBaHus. [uarHo3 6bin ycTaHoBNEH MO pe-
3ynbTaTaM naToMopgonoryyeckoro uccnegosanms [31].
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OnmcaHHble KIMHWMYECKME HAOMIOAEHWUS MOATBEPKLAKT
(haKT, YTo NpOSBNIEHMS 3XMHOKOKKO3a MOYKM NPOXOAAT [Be
CTafuu, BJIUTeNbHYl0 6eCCUMNTOMHYK UM 3Tan pasfUyHbIX
CMMNTOMOB M CMHLPOMOB, M3 KOTOPbIX Yalle OCTasibHbIX
perucTpupytotcs 6051€BOM CUHAPOM B MOSICHUYHOW 06acTy,
noTeps Maccbl TeNa, Pexe CMoHTaHHbIe Pa3pbiBbl U/ Ha-
THOEHWE KMUCTbI.

laTonorven, ona KOTOpoi CBOMCTBEHHO KMCTOOOpa3oBa-
HUWe, ABNAETCA TaKKe rNoMepynspHas KUCTo3Has 6onesHb
noyku. Cnyyam npuobpeTeHHoW rnoMepynsapHOi KUCTO3HOM
BonesHuM y B3poC/bIX NaLMEHTOB KpaiiHe peaKu 1 Kak npasu-
/10 pa3BMUBalOTCA NOC/e reMoaman13a u/unu npu CUCTEMHOM
cknepose [16].

Passutne KIl y naumeHTOB, HaxoAsLMXCA Ha XPOHW-
YEeCKOM reMoguanuse NpoMopLMoHanbHa CPOKY ero fpo-
BeaeHus. B TeyeHne nepsbix 2 net auanusa KIl dopmu-
pytotcs y 13 % naumenTos, 3a 6 net — B 50 % cnyvaes,
yepe3 9 net — B 87 %, a npu NpoBedeHMM reMoanann3a
(10 net n bonee) obpasytotcs y Beex 100 % naumenTos [8].

3aBepluas onucaHue nepeyvHs 3aboneBaHuid, NposBAA-
fowmxcs GOpMMpOBaHNEM KUCTO3HBIX MONOCTEH B MOYKaX,
HeNb3A He YNOMSAHYTb 0 KUCTO3HOM Hedpome. C MoMeHTa
ee nepsoro ynoMuHauus B 1892 r. npeacraBieHo HEMHOMMM
bonee 200 noaTBEPIKAEHHBIX CNY4YaeB Y B3pOC/bIX. TepMUH
«KUCTO3Has HedpoMar Obin YTBEPKKAEH LOKTOPOM [KOHOM
36n0m B 1994 1. v NnpuMeHANCA ANs ONUCAHNA ABYX, KaK Cen-
4ac M3BECTHO KJIMHWYECKU U MOP(OSIOrMYECKM Pa3/IMuHbIX
rpynn 3aboneBaHWi: KUCTO3Has HedpoMa y B3pOCSIbIX, pa3Bu-
The 3TOM NaTonorM B NoAaBAsioLLeM 6oNbLUMHCTBE CyyaeB
MOATBEPKAEHO Y KEHLUMH, U KUCTO3Has HedpoMa y AeTeid,
nposenstowas cebs NpeuMyLLECTBEHHO B PaHHEM [ETCKOM
Bo3pacTe. B nefuatpuyecKoii NpakTuKe 3Ta HO30/10rMYecKas
(hopMa cerofHs 0THOCMTCA K TMNaMm onyxosien Bunbmca [8, 31].
WMetowwmecs B iUTepaType HEMHOTOYUCTEHHBIE AaHHbIE MO-
3BOJIAKOT CAENATh BbIBOJ, YTO KACTO3HasA HepoMa B3pOCsbIX
pa3BMBaeTCS NpeuMMyLLECTBEHHO B Bo3pacTe oT 40 go 50 net
1 npeAcTaBnseT coboii ,obpoKayecTBeHHbIE HOBOODpa30Ba-
Hus. KUCTbI MMEIOT BUL XOPOLLO OYepYeHHOW MHKancyampo-
BaHHOM MacChl C MHOFOYMCIIEHHBIMYU JIOKYNIaMU 1 Neperopo-
Kamu [32].

TakuM 06pa3oM, MOXHO KOHCTATMPOBATb, YTO KUCTO3HOE
nopaxKeHWe NoYeK MOXKET ObITb NOMITUONOMUYECKUM, COYe-
TaTbCA C MOPAKEHUEM UHBIX OPraHOB M CUCTEM, YTO TpebyeT
CBOEBPEMEHHOM AMarHOCTUKM.

ANATHOCTUKA KUCTO3HbIX
ObPA30BAHUW MOYEK

CaMbIM pacnpocTpaHeHHbIM U JOCTYMHLIM METOL0M Aua-
rHocTuky K1 sensetcs Y3W, nosgonstoLee pacnosHaTb npo-
CTble, 3aM0IHEHHbIE XMAKOCTBIO MOYEYHbIE KUCTbI MO Crle-
OYIOLMM KpPUTEPUAIM: HaIM4YMe FOMOreHHOr0 aHIXOreHHOro
COZLEpPXKMMOr0 B YETKO OTFPaHMYEHHOM TOHKOCTEHHOW Mo-
noctn. CnoxHble, ocnoxHeHHble KM He MoryT 6biTb TOYHO
oXapakTepu3oBaHbl npu nomol Y3M n obbiuHo TpebytoT
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nposeaeHns KT ¢ KOHTPAcTHbIM YCWIIEHWEM UM MarHWUTHO-
pe3oHaHcHom (MPT) Busyanmsauum [33].

BaxHo oTMeTuTb, UTO 3a MocnegHue rofbl B KIMHUYE-
CKYl0 MpaKTUKy BHefpeHo Y3W ¢ KOHTpacTHbIM ycuneHueMm
ang puddepeHLMaLmm NpocTbiX 0T MaNMrHU3MPOBaHHbIX K1-
CTO3HbIX 06pasoBaHuit. Mossunuck nybnvkaumm o npubamn-
JKEHHBIX YyBCTBUTENIBHOCTM U CMELMBUYHOCTU KOHTPACTHOMO
Y3W k KT/MPT. AsTopbl 0TMeuatoT 0cobyto 3Ha4UMMOCTb 3TOr0
BUJA UCCNEAO0BAHWA Y TOW KOTOPTbl MaLMeHTOB, KOTOPbIM
MPOTUBOMOKAa3aHO KOHTPACcTMpOBaHWe C WOACOAEpPIKALLMMM
npenapaTtamy, a TaKKe NpW HapyLUEHUSX MOABUXHOCTM Na-
LIMEHTa, HEBO3MOXKHOCTYW 3a[lePKKM AbIXaHWA U ApYrvX Npu-
UMHaX, TO ecTb TOro, YTO HapyLUaeT NPOTOKON NpOBEeLEHMS
KT/MPT [34, 35].

Mony4aeMble ¢ MPUMEHEHWUEM Pa3fUYHbIX METOAO0B AUa-
THOCTUKY M300paeHNs, pacnpocTpaHeHHOCTb 00NE3HM U [0-
Ka3aHHble aKTbl MafMrHM3aLmmn NpuBenmu K HeobxoAMMocTu
cTpaTMdUKaLMM KUCTO3HbIX 06pa3oBaHuiA Ha npocTble, A0-
BpoKayecTBEHHbIE U CIOKHbIE, C BbICOKUM PUCKOM Pa3BUTUS
HeonnacTuyeckoro npouecca. C atoi uenbio B 1986 1. aok-
TopoM MopToHoM BocHsikoM 6Bbina npefcTaBneHa 4-cryneH-
yatas KaccuduKaums, 0CHOBaHHas Ha PEHTTEHOOMMYECKNX
npu3HaKax, a TouHee pesynbTatax KT ¢ KOHTpacTHBIM ycune-
HueM. OCHOBOW [ pa3HECEHWs KUCT MO KaTeropusM bbina
OLieHKa TOJLLMHBI, Y3/10BAaTOCTK CTEHOK, @ TaKKe Hannuue
1 CBOICTBA BHYTPUMOJIOCTHBIX Neperopofok [35-371.

0pHaKo, KaK CBOMCTBEHHO NHOBOM CTaBLUEl LUMPOKO MC-
nonb3yeMol HoMeHKnaType, bocHuickas knaccuduraums
3a BpeMs CBOEro0 CyLLEeCTBOBaHWA MpeTeprenia pasfinyHble
nepecMoTpbl. KacatenbHo obcyxaaeMoil TeMbl, MHOMMe Bpa-
UM NpU3HaBaIM HEOLHO3HAYHOCTb TaKMUX TEPMMHOB KaK «TOH-
KME» N «TOJICTbIE» CTEHKYW W NEPErOPOLKM, «ITAfKUE» U «He-
perynspHole». [lapannensHo ¢ pasBUTUEM TEXHOMOMWI
BU3yanu3aLmM NPOUCXOAMAN YTOYHEHUS W [LOMOSHEHUS.
Knaccudukaumsa bbina 3Haummo msmeHeHa B 1990-e rogpl
c aobasnenuem Kateropum IIF, ans ymeHbLUeHns uicna fo-
BpokayecTBeHHbIX nopaxeHuii B Kateropum lIl. OuepepaHble
u3MeHeHus Bbinn BHeceHbl B 2019 r., 4To cBA3aHO C LWK-
POKMM pacnpoctpaHeHneM MPT 1 BbICOKOW MOrpeLLHOCTbI
(no 30 %) B cTpaTUdMKALMM KUCTO3HBIX MOSIOCTEN MY NpU-
MeHeHUW npexHux MP-KkputepueB K HoBoMy MeTogy [1].

Takum o0bpasoM, Ha CerofHALWHMA AeHb 06pasoBaHus,
OTHeCeHHble K KateropusM | u I, okoHuaTensHo onpefnene-
Hbl KaK JobpokayecTBeHHble. B efuHNYHbIX MybnnKaumsx
BCTpeYaloTcs COO0BLLEHMS 0 CNydyasX BbISBMEHWUS PaKOBbIX
KneTok B Kuctax Bosniak |. TeM He MeHee MHorue uccne-
[0BaTe/M NPU3HAKT BbLICOKY BEPOSTHOCTb OLWKMBOYHOrO
CcTaaupoBaHus. IMeloT MecTo TakKe CO0BLLEHMS O BbISIBNEH-
HOM HEOMNacTUYECKOM MPOLIECCe B KUCTO3HBIX 006pa30BaHH-
Ax Bosniak I, B T0 e BpeMs UCTMHHaA pacnpoCcTpaHEHHOCTb
paKa MoYKM B MOJ06OHBLIX Cy4asX CUMTAETCA OYeHb HU3KOA
(<1 %) un, BEpoATHO, CTAaTUCTUYECKW HeoTamumMMa ot 0 [37].

Kuctbl, oTMeyeHHble Kak IIF u lll, pekomeHgoBaHO cum-
TaTb MOrPaHUYHbIMK, TO €CTb C PUCKOM NpPOrpeccuu 4o Ma-
nurausaumm [33, 36, 38].
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[lnanasoH BepGULMPOBAHHOMO paKa NOYKM CPEAM KUCT
Bosniak IIF goctatouHo wmpokuit — ot 0 go 38 %. UcTuHHyio
4acToTy 03/1aKOYECTBEHUS OLEHUTb KpaiiHe CIoXHO BCres-
CTBMe TOro, 4TO HONILLUMHCTBO NOA06HbLIX 06pa30BaHMii He Nof -
BepraeTcA peseKkuun C nocnepyloleii buoncueir. KocseHHo
MOATBEPIKAAIOT AOCTOBEPHOCTb HU3KOTO, HO CYLLECTBYIOLLETO,
pUCKa ManurH13aLmm UcciefoBaHms, nokasasluve, yto 11 %
U3 HuX nporpeccupytot fo Bosniak Il wam IV, npu auHamuye-
CKOM HabniopeHuu 85 % 13 KOTOPbIX SBNSKOTCA 3/I0KA4ECTBEH-
HbIMW M0 pe3ynbTaTaM MopdonorMyecKoro uayyeHus [36].

bonee onNTUMMCTUYHbIE AaHHble NpeLCTaBUAW aBTOPHI
13 XesbCUHKCKOro rocnutans. B obuien Koropte Habntoge-
HW 3a naumentamm ¢ KI, nepBryHo BEpUGULMPOBAHHBIMU
Kak IIF, Tonbko 18 u3 286 (6,3 %) umenn nporpeccuio go |l
nmm IV Kateropuun. U3 Hux B 10 cnyyasx bbin noaTBepaeH
pak — 3,5 % obLuelt cookynHocTm [1].

MprbnnsnTentHO NOOBMHA Pe3eLMPOBaHHbIX DOCHUMCKUX
obpa3oBaHui Il ABnAKTCA 3M0KaYeCTBEHHBIMK, C 4aCTOTOM
B 0TAeNbHbIX cepusx oT 25 1o 100 %. CooTBeTCTBEHHO, MHOMU-
MM y4eHbIMU Npu3HaeTcst Bbicokas (25-50 %) noteHumanbHas
BecrnonesHocTb XMpyprvecKoro BMeLuatesnscraa [36, 371.

KuctosHble obpasoBanna Bosniak IV cnemyet cuutath
fIBHO 3noKayecTBeHHbIMU — 90 % cnyyaes [33, 36, 38, 391.

Mo maHHbIM J. Lucocq u coasr. [40], B 73,8 % Habnio-
LEHWUIA NOATBEPKAAETCA CBET/IOKIETOYHbIA BapuaHT paKa
noukm, y 13,8 % — nanunnspHblid, B 6,2 % — KUCTO3HbIE
KapLMHOMbI, Y OCTajbHbIX NaLMeHToB — XpoModObHbIN paK
UMW KapuuHoMa cobupatenbHbIx NpoTokos [40].

3AKJIO4YEHUE

Kuctbl noyek MoryT BbiTb Kak CaMOCTOATESNIbHOWM HO30-
NOTUYECKOW eLUHULEN, TaK W KIIMHMYECKUM MPOSBEHUEM
WNW OCNOXHEHMEM TSXENoW natonormun. loHUMaHue anu-
LeMUOSIoruK, maToreHe3a u pasHoobpasuns NPUUKH pasBUTUS
KMCTO3HOW bone3sHu noyeKk cnocobeTByeT CBOEBPEMEHHOM No-
CTaHOBKe AMarHo3a 1 Bblbopy 060CHOBaHHOM TaKTUKY feye-
HWSA 1 NPOdUNAKTUKK. YalLe oCTanbHbIX B KIIMHUYECKOMN NpaK-
TUKe BCTpevatoTcs npoctble, | unm |l kateropumn no Bosniak,
KUCTbI MOYeK, Tpebylowme AMHAMWUYecKOro HabnwaeHus.
B 10 e BpeMs Mbl KaX bl [leHb CTANIKUBAEMCA C 3aTAHYTHIM
Ha4asioM NIeYEeHUs! MaJIMrHU3UPOBAHHBIX KUCT, OC/IOMHEHNS-
MW HacnefCTBEHHbIX aHOMaIuM, TSKENO0W, HECBOEBPEMEHHO
YCTaHOBNEHHO XpOHUYecKoi bone3Hbto noyek u np. CerogHs
Yy Bpaya MMetoT MecTo BCe BO3MOXHOCTU A1 CBOEBPEMEHHO-
ro BbISIBIEHNSA U CTPAaTUPUKALIMN KUCTbI MOYKY.

AOMO/IHUTENIbHASA UHOOPMALIUA

Bnap aBTopoB. Bce aBTOpbl BHEC/W CYLLECTBEHHbIN BKIAf
B pa3paboTKy KoHLenuuu, NpoBeAeHWe WUCCef0BaHNs W MOATo-
TOBKY CTaTby, MPOYSIA M 0400pvM UHANbHYIO BEpCUIO Nepea ny-
BnMKaumen.

WUcTouHuK mHaHcUpoBaHuA. ABTOpbI 3a8BNIAIOT 06 OTCYTCTBUM
BHELLHero GuHaHCMpoBaHUA NPy NPOBeEHUN UCCNIeA0BaHMS.
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KoHdnukT uHTepecos. ABTopbl AeKnapupyroT OTCyTCTBUE SB-
HbIX W MOTEHLMabHbIX KOHMIMKTOB MHTEPECOB, CBA3AHHBIX C My-
BnMKaLMeit HacTosALLIeN CTaTbu.
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