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N3 obmiero komuvecTBa MposieueHHbIX nmarueHToB 31,9% (15 yenoBek) nmenu
MIEPBUYHO-PACTIPOCTPAHEHHBIN MPOIECC, OCTATbHBIE — MPOTPecC 3a00JEBaHUS MOCTE
PAANKAIBLHOTO JICUCHHUS.

Pesyabtarbl. B nepuon c¢ auBaps 2008 r. mo umrone 2010 r. TapreTHyro
TEpaNuI0 aBACTMHOM NONy4YWIH 47 mauuMeHToB, W3 HUX 68,1% paHee mnonaydaiu
NOJIMXUMHUOTEPANUIO B aIBIOBAHTHOM pexuMe. OObEKTUBHBINA MTPOTUBOOITYXOJIEBBIMI
spdektr cocraBun 68,1% (6 momupix U 26 wyacTHuHBIX perpeccuil). IIporpecc
3a00JIeBaHUs 3apPETUCTPUPOBAH Y 8 MAIMEHTOB, YTO cocTaBuiio 17,0%.

N3 nobounsix 3gdextoB y 21,2% oTMmeuanach KOHTpOJIUpyeMas apTepraibHas
runeprens3ust Il — III crenenu; y 6,1% - HOcOBbIE KpoBOTeueHus; y 8,5% -
KPOBOTOYMBOCTh JIE€CEH. Y JIaHHBIX MAlMEHTOB Tepanus aBACTUHOM IIPOBOJUIACH HA
(dhoHE MOCUMIITOMHOTO JieueHUs. BeokuBaeMocTh 6€3 MpOrpecCupOBaHMs COCTABHIIIA
10,8 mecsiieB. B HacTosmiee BpeMs JieueHHe aBaCTUHOM MPOAO0KAIOT 16 malueHToB.

3akJ/Il0ueHue: MPUMEHEHUE TApreTHOM Tepanuu 1aeT peajbHyI0 BO3MOKHOCTh
MalKeHTaM C paclpOCTPAHEHHBIM KOJOPEKTaJIbHBIM pPAaKOM Ha yBEJIUYEHUE

IMPOAOJIZKUTCIIBHOCTHU KU3HU IIPHU YAOBJIICTBOPUTCIIBHOM €TI0 Ka4CCTBC.

YIK: 616.61-006.31
HOJIMKUCTO3 ITOYEK: COBPEMEHHOE COCTOAHUE ITPOBJIEMbI

JI.U. BoJasbinen, /I.B. Hape3kun, A.H. Toiaka4yes, E.B. Auukanosa
1OV BIIO CI'MA Kageopa gpaxyrvmemckoti xupypeuu
OI'RFY3 «I'opoockas knunuueckas 6orvHuya Nol »
Pe3rome: PaznnuaioT mOJMKUCTO3HYIO 0OJIE€3Hb, HACIEAYEMYIO 1O ayTOCOMHO-
JOMUHAHTHOMY THIIy MW HACIEIYEMYIO IO ayTOCOMHO-PELIUCCUBHOMY THILY.
ITonMKKuCTO3 NMPUBOAUT K PAa3BUTHI0 TEPMUHAIBHOW IOYEYHOM HENOCTATOYHOCTH Y
10-14 % wHedposornueckux OOIBHBIX. B cTaThe mpeacTaBiieHbl COBpPEMEHHAs
kjnaccudukanus,  JIMArHOCTHKA,  KIMHUYECKUE  CHUMIOTOMBI U BapUAHTHI

MOJIMKUCTO3HOM 00JIE3HU TTOYEK.

KiroueBble cj10Ba: IOJMKUCTO3 INOYCK, IMTOYC€YHaA HCJOCTATOYHOCTbD.
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POLYCYSTIC KIDNEY: MODERN ASPECTS OF THE PROBLEM
L.I. Volynets, D.V. Narezkin, A.N. Tolkachev, E.V. Anikanova
Summary: Polycystic kidney disease is developmental kidney disorder which
can be inherited as either an autosomal dominant trait, with an incident of 1:50 to
1:1000, or as an autosomal recessive trait, with an incident of 1: 6000 to 1:40000.
Polycystic kidney disease progresses to renal insufficiency and characterizes the end
stage by 10-14% of all kidney diseases. This article describes modern classification,
diagnostic, clinical symptoms and variants of polycystic kidney disease treatment.

Key words: polycystic kidney, renal insufficiency.

[Tocnennue roael B Poccum HaGmromaercss pocT OOJBHBIX C TEPMHUHAIBHOMN
CTaJuel XPOHUYECKOM TmouyeyHou HeaoctaroyHoctu (XIIH), Hyxmaromuxcs B
OpOrpaMMHOM reMojuanuie. B CTpykType mpuuuH, OpUBOASIIMX K TEPMHUHAIBHON
cragun XIIH, 3-e Mecto mocne riomepyiaoHeppuTa M MUEIOHEPPUTA 3aHUMAET
MOJUKUCTO3 1oYek [8]. [To qaHHBIM TUTEpaTyphl NOJUKUCTO3 MPUBOAMUT K PA3BUTHIO
TepMUHAIBHOW MoueuyHON HegocTaTouHOCTH Y 10-14 % Hedposiorndeckux 00JIbHBIX
(3,5, 9].

[loq NOJMKMCTO30M TMOYEK MOHUMAKOT XPOHUYECKOE, HACIIEICTBEHHOE
3a0o1eBaHUEe, B OCHOBE KOTOPOTO JIEKUT OOpa3oBaHME B IMOYKaX KHUCT,
Pa3IMYaONIMXCA 110 pasMepaM U COAECPKUMOMY, IPUBOAALIEE B KOHEUHOM UTOTE K
Pa3BUTHIO XPOHUYECKON MOYEUHOW HEAOCTATOYHOCTU. KUCTBI MOTYT pacnonaraTbecs
KaK B MO3TOBOM, TaK U B KOPKOBOM CJIOSIX MOYKH; B OKOJIOJIOXaHOYHOI 00iacT, B
CaMHX JIOXaHKax nouku. [Io cBoel CTpyKType KHCTa — 3TO PaCIIMPEHHBIA CETMEHT
HedpoHa Wi cobuparenbHoll TpyOKku. CTEHKHM KHUCT MPECTaBIEHBI OJHUM CJIOEM
M3MEHEHHOTO KaHAJIBLIEBOTO SMUTENHS (KyOHMUeCKUM, YIIIOMEHHBIM) WM TOHKHM
CJIOEM COEIMHUTEIBHON TKAaHHW, KOTOpas SIBISETCA IEPErOPOJKON MEXKAY HHUMH.
Pa3mMep kuct onpenensercss KOJIMYECTBOM COJAECPHKUMOIO U U3MEHSETCA B PA3IUYHBIX
mpenenax: OT MeNKuX (MeHee 2 MM B JuaMeTpe, colepkalux He Oosee 3 mi
KUJKOCTH) JI0 TUTAaHTCKUX. PacrnionaraTbcsi KUCThI MOTYT KaK B OJTHOM, TaK U B 00eux

IMOYKax; MOI'yT OBITH OJNMHOYHBIMH HWJIM MHOXXCCTBCHHBIMH. Kuctel coueraroTcs ¢
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Y4aCTKaMH 30POBOM NTOYEYHOU TKAHU, KOJIMYECTBO KOTOPOH, ITI0 MEPE POCTA MEPBBIX
U YBEJIMYECHUS MX YHCIA, CTPEMUTEIBHO YyMeHblIaeTcsa. KucTto3Has XKUAKOCTH
COOOILAETCSl C KAHAJIBLEBBIM COJIEPKUMBIM, KPOBEHOCHBIMH COCYJIaMHU IOYEK, C

COACPIKNMbIM MOYCUYHOM JTOXAHKH.

Tabauya Nel. Cmpykmypa npuuun XIIH 6 nonynayuu O0abHBIX, NOLYHAOUUX

Jleuenue npocpamMmubim cemoouanuzom (no oawnvim b.T.bubrosa, H.A.Tomurunot,
2009)

Jlnarso3 0OCHOBHOTO B nenom Bce 60ompHBIe | 1o Bo3pacTHBIM Tpymmam (%)
3a00J1eBaHus, IBUBILIETOCS IPOTrPaMMHOTO
npuunHou XITH reMoauann3a

a0c. gacrora, % | <18 19- | 45-64 >65

KOJI-BO 44

XpOHUYECKUIT 3503 49,4 29,8 | 58,1 | 484 30,2
TJIOMEPYJIOHEPPUT
[Muenonedpur 849 12,6 17,3 | 9,7 11,2 26,4
ITonukucTo3 moyek 850 12,0 5,8 4,1 17,3 13,1
JlnabeTraeckuit 676 9.5 2,9 | 10,8 8,7 10,2
He(pockepo3
Bpoxnénnsie u 282 4,0 31,7 | 7,8 1,3 0,7
HACJICICTBEHHBIC MIOPAKCHUS
IOYCK
[Topaxkenus mouek 269 3,8 0,0 1,4 4.4 8.6
BCJICJICTBUE apTEPUAIILHON
TUTIEPTCH3UU
[Topaxkenust mouek npu 184 2,6 4,8 2.4 2,6 3,0
CHCTEMHBIX 3a00JIeBaHUAX
Hpyrue nopaxxeHus nmoyek 162 2,3 2,9 2,3 2,3 1,9
XpOoHHYECKasl OYEUHAS 114 1,6 1,0 1,3 1,6 2,8
HEJOCTAaTOYHOCTEL HESICHOU
STHOJIOTHH
HNHuTepcTuninansHbiii HehpuT 107 1,5 2,9 1,2 14 2,5
AmMumiionnos 52 0,7 1,0 0,9 0,6 0,6

PaznuyaroT MOMMKHUCTO3HYIO OOJIE3Hb, HACIEAYeMYI0 IO ayTOCOMHO-
nomuHaHTHOMY Ty (AJIIl — nonMKHUCTO3 B3pOCHBIX) M HACIEIYEMYIO IO
ayrocomHo-pernuccuBaoMmy tuiy (APIIIT — mommkucTo3 aeteit). Otu 3aboneBaHus
pa3IMYalOTCd HE TOJBKO 10 THILy HACJIEAOBAaHHS, HO M IO KINHUYECKON U

naToMop(hOIOrHYeCcKO KapTHHE.
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Tabnuya 2. Tepmurnonoeus noauxucmosa novex (no oannvim 3.D.Anopeesoti, 2004)

B oreuecTtBeHHOMN UTEpaType B 3apy6exHoii nureparype
ITonukucto3 noyek (I11K) Polycystic kidney disease

[TonukucTO3 MOYEK ¢ ayTOCOMHO- Autosomal dominant polycystic kidney
JOMHHAHTHBIM THUIIOM HAaCJIE€I0BAHHUSI disease (cystic kidneys Potter type III)
ITonukucTO3 MOYEK B3pOCIOro TUMNa Adult polycystic kidney disease
AJIITIT (ayrocomuo-nomunanTHeii [1K) | ADPKD

[TonukrCcTO3 OYEK C ayTOCOMHO- Autosomal recessive polycystic kidney
PELIECCUBHBIM TUIIOM HACJI€I0BAHUS disease (cystic kidneys Potter type I)
ITonukKCTO3 MOYEK AETCKOTO THUIIA Infantile polycystic kidney disease
APIIII (ayrocomuo-peneccusnsii [IK) | ARPKD

Onuaemuosorus. AJIIIl, nMeHyemMbIil MOJUKHUCTO30M B3POCIIBIX, BCTPEUYACTCA
B CpedHel M crapmeil Bo3pacTHhIX rpynmnax c¢ yactotod oT 1:500 mo 1:1000, urto
cootBeTcTBYeT 0K0JI0 6000 HOBBIX CiTydaeB OOJIE3HM B TOJl, B TAKUX CTpPaHaX, Kak
Poccus n CIIA. OnuHakoBO pacnpoCTpaHEH MO BCEMY MHUPY, BO3MOYKHO, HECKOJIBKO
pexe y mnpencrasurener HerpougHod packl.  APIIl wmnm nommkucro3 neren
BcTpevaetcs 1:6000 — 1:40000 >xuBOPOKIAEHHBIX JE€TEHM B TOJ.

Knaccupukanusi. B  HacTosimee Bpems HET €IMHOM  OOIICHPUHATOMN
KJIaccu(pukanuyu MOJUKHCTO3a Touek. Hambosee 4acTo KIMHUIMCTHI MPUMEHSIOT
cokpaiénnyto knaccudpukanuio K.Zerres (1996) [4, 6].

Knaccudukanus kucro3usix Hapymenuit nouek K.Zerres (1996):

1.1 AyTOCOMHO-PELECCUBHBIN THUII MOJUKUCTO3a MToYek (tuma [lorrep I)

1.2 [Toueuynble m neyéHouHble U3MeHeHus 1o Ttumy llorrep I kak 4acTe
CUHApOMA

2. AyTOCOMHO-JIOMUHAHTHBIN TUI TToJuKKcTOo3a novek (tun [Torrep III)

2.1 Pacnionoxxenue B 16p xpomocome (PKD 1)

2.2 Pacnonoxenue B 4p xpomocome (PKS 2)

2.3 Pacnonoxenue B HeusBecTHOU XpoMocoMe (PKD 3) — vu B 16p, Hu B 4p
XPOMOCOME.

Teopun o0pazoBaHusi MOYEYHBIX KHUCT. /[0 HACTOSIIErO BPEMEHH BOIPOCHI

OTHOJIOTMM WM IIAaTOI'CHC3a ITIOYCYHBIX KHUCT A0 KOHIA HEC BbISICHCHBI. BHaFOI[ap}I
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AKTUBHOMY H3y4YEHHUIO TPOIIECCOB, MPOUCXOIAININX HAa KJIECTOYHOM YpPOBHE, ObLIH
pa3paboTaHbl U MPEIIOKEHBI MHOKECTBO TEOPUN KUCTOOOPAa30BaHUs, HO HU OJTHA U3
HUX J0 KOHIIA HE PACKPBIBAET BCEX TOHKOCTEN ATOTO SIBJIICHUS.

Teopuss HapymieHHOTO SMOPHOHAILHOTO PAa3BHUTHS, COTVIACHO KOTOPOH,
IPOUCXOIUT HAPYIIEHHWE POCTa ME30HE(PPOreHHOro SMUTENUs. DTO MNPUBOJIUT K
YaCTUYHOMY WJIM TOJIHOMY 3aKPBITHUIO KaHAJBLIEB MOYKH, KOTOPBIE B MOCIEAYIOIIEM
MpeBpaIlaloTcsl B KUCTHL. [lapanienbHo 3TOMy NpOUCXOAUT HEMPABUILHOE Pa3BUTHUE
MOYKH, MPOSBIIONIEECS AHOMAIBHBIM COEIMHEHUEM CEKPETOPHOTO U DKCKPETOPHOTO
ammapaTra — CUCTEMbI ME30HE(PPOTEeHHOW OJacTeMbl U OTPOCTKAMH BOJIb(OBa Tena.
Hecoenunénnsie ¢ cobupareiabHbIMU TPyOOUKaMH ME30HE(PPOTECHHbIE KaHaJbIlbl B
JTUCTANbHBIX OTAENAaX OOJUTEpUPYIOTCS. ITO, B CBOI OYEpelb, AKTUBHPYET
AIUTENNNA NPOKCUMAIbHBIX KAHAJIBIIEB, YTO MPUBOJUT K Pa3BUTHIO KUCT [12].

Teopusi MOBBIIMIEHHOW PaCTSHKMMOCTH 0Oa3aibHONM MeMOpaHbl KaHajblieB. B
OCHOBE KHCTOOOpa30BaHUS, M0 MHEHUIO YUYEHBIX, JIEKHUT OMOXMMUYECKUA IedeKT
0azanbHON MeMOpaHbl. OTOT JedeKT MOXKET OBbIThb T€HETHYECKOW MPUPOIbl WU
npuoOpeTEHHBIN. bruoxumMudeckue aHOMaluU MPUBOJAT K U3MEHEHUIO (U3HUYECKUX
CBOMCTB 0a3anbHOW MeMOpaHbl KaHAJBIEB WIM K HapyIICHUIO B3aUMOJEHCTBUS
KHCTa-MaTpUKC, mpeapacnoiaratonme K auiatauuu kuct [Wilson P.D. et al., 1993].

Teopust HapymieHHON cekperuu. [Ipu KUCTO3HOM OOJIe3HU HMMEETCsi 00paTHOE
(M3HOTIOTUYECKOMY HaIpaBlieHUE JIBIKCHUSI BOJBI U PACTBOPEHHBIX BemiecTB. [Ipu
ATOM HabJI0/1aeTCs MPUTOK (BMECTO OTTOKA) U3 U3MEHEHHBIX YYacTKOB He(poHa, uTO
BenEéT K oOpa3oBaHuto KUCT. Cekpenwsi KUCTO3HOW KUIAKOCTH DIHUTEINEM KHUCT
MOXET OBITh BBbI3BaHA in Vitro cTumymsanue obpazoBanmss TAM®D, d9To
HEOJHOKpaTHO ObLIO J0Ka3aHO skcnepuMeHTaibHO [Hayashi M et al., 1997; Zeiler
M. et al., 1988].

Teopus mnponudepauuu. B  pazsnuyHbIX 3IKCIEPUMEHTAIBHBIX  MOJEISAX
MOJIMKUCTO3HOW 0o0Jie3HU ObUl OOHApPY)KEH aHOMAJbHBIM POCT AIUTEIHAIBHBIX
KJIETOK ¥ MPOAYKIIHS W30BITOUHON Oa3anbHOU MeMOpaHbl. CyliecTByeT MHEHHUE, YTO
Ha 00pa30BaHME KUCT OKa3bIBAIOT BIUSHUE (DAKTOPHI JTIOKAIBHOIO MUKPOOKPYKEHHUS,

TaKHe KaK MpOAyLUpyeMble B TOUKAX IIUTOKUHBI WK (akTopbl pocTa [3].
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Jloka3aHO, 4YTO HEKOTOpblE XHUMHYECKHE U JICKAPCTBEHHbIE BELIECTBA
(MHCEKTHUIUbl, KOHCEPBAHThI MMPOAYKTOB, MpenapaTsl JUTUS, aHTUOKCUJIAHTBI U JIP.)
IPOBOLIMPYIOT pa3BUTHE 3a00JI€BaHuUs y JUII, UMEIOIUX I'eH noyukucTto3a [14; 15].
MoJsieKyJISIpHO-TeHETHYEeCKHe aACIEeKThbI ayTOCOMHO-IOMUHAHTHOTQ
NoJMKMCTO3a movek. HacnepoBanue aepeKkTHOro reHa Npu MOJUKHCTO3€ MOYEK
OCYILECTBIISIETCA TIO ayTOCOMHO-IOMHUHAHTHOMY THUIly. BeposSTHOCTh pa3BUTHS
3a00€BaHUsl y JI€TEeH, POAUTEIN KOTOPHIX CTPaJalOT TOJUKHUCTO30M TIOYEK,
coctaBisieT 50%. IlopaxkeHue MOYEK MPU TOJUKHUCTO3€ MPOSIBISETCS B OJHUX
CIy4yasX C Pa3BUTUEM KJIACCHUUECKON KIMHUYECKOW KAPTHUHBI MOPAXKEHUS MOYEK U
IPYTrUX BHYTPEHHHUX OPTaHOB, B APYTHX CIydasx 3a00JieBaHWE HE TMPOSBISETCS B
TEUEHHE BCEU KU3HU, @ KUCTHI B IOYKAX CTAHOBATCA HAXOAKOW MPU ayTOIICUHU.
[Tpuuunoit oOpa3oBaHus AEPEKTHOTO TEHA SBISIOTCS MyTaluu (IedeKTh
CIUIaliCUHra, MHCCEHC/HOHCEHC-MyTaluu, aeneuuu u np.) B reHe PDK1 (PDK -
Polycystic Kidney Disease) [4]. DTo reH, cocTosimuii u3 46 JIOKYCOB, KOJUPYET
CTPYKTYpY MEMOPAHHOIO TJIMKOMPOTENHA — NONUIUCTUHA. CTPYKTypa MNOJUIIMCTUHA
OMpeENseT ero y4acTHe B TaAKUX PEaKlUsX, Kak KapOaHTUAPUPOBAHUE, CBSA3bIBAHUE
JUTAHMIOB M y4acTre B oOMeHe Kaibiisa. OH TakKe ydacTBYeT BO BHYTPHKIECTOUHOM
oOMeHe BEIIECTB U MEXKJIETOYHOM B3aumojiecTBuu. Myrtanuu PDKI1 npuBoasT k
HapyLICHUI0O TPOTEHMHOBOM CTPYKTYPhl MOJMIMCTAHA W AHOMAJIBHOM KIIETOYHOMN
npoiaudepanii, HAPYIICHUI0O  CEKPETOPHOW  aKTHBHOCTH W BHYTPU- W
MEKKJIETOYHBIM B3aUMOJIEUCTBUAM [7]. B nmmTeparype OnmmMchIBatOTCA MyTalu TPEX
TeHETHYECKUX JIOKycoB. Hambornee dwacto BcTpedaeTcs BapwaHT MyTalldd T'eHa,
pacnonaratoierocsi Ha xpomocome 16p13.3. C menblield yacToTo (MPUMEPHO B
15% cnydaeB) BOBHUKHOBEHHE 3a00JieBaHUs CBA3BIBAIOT ¢ MyTanuet B PDK2 rena,
KOTOpBIN omnpenensiercss Ha xpomocome 4q13-23 [3]. 'en PDK2, B cBowo ouepenp,
KOAUPYET  TOJUUUCTUH-2  —  BHYTPUMEMOpAHHBI  MOPOTEUH,  KOTOPBIH
IPEANOI0KUTEILHO, MOXET OBbITh YacTbi0 OOJBIIOrO Kaibl[MeBOro kaHana. llo
JAHHBIM HCCIIEIOBAHUN «In Vitro», MPEANoJiaraloT, 4YTO MNOJWIUIUCTUH-1 U
MOJIMLIIUCTUH-2 00pa3yloT MEXy COO0M rerepoiuMep, KOTOPhId y4acTBYET B 00IIEeM

nyTd pa3BuThs 3a0oneBanus [7]. B nureparype omucanbl ciyuyau, Tie MyTallid He
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cesi3anbl HU ¢ TeHoM PDK1, Hu ¢ renom PDK2. 310t ren ycnoBHo Ha3zbsiBaioT PDK3
[3].

Kiunnyeckasi KApTHHA NMOJMKUCTO3a MOYEK, HACTeyeMasi 10 AyTOCOMHO-
AOMHUHAHTHOMY THIIy. Ha nepBbIil 11aH BBIXOAAT NPU3HAKU IOPAXKEHUS TTOYEUHOU
TKaHW, KOTOPBIC MIOMOJHSIOT W3MEHEHHUS CO CTOPOHBI APYTHX OPraHOB U CHUCTEM.
Beinensaior oOmume W MecTHble Tpu3Haku Oosie3Hu. K oOmmM OTHOCAT: OO0lIyto
c1aboCTh, TOBBHIMICHHYIO YTOMJISIEMOCTb, IOBBIIICHUE APTEPHAIBHOTO JIABJICHHS,
Tynble OOJM B AMUTracTpajibHON o0nacTu. MecCTHbIE TMPU3HAKU XapaKTEePU3YHOTCS
00JIsIMU B TIOSICHUYHOM OOJACTH, MAJThIATOPHBIM YBEIMYCHHEM IOYEK, Pa3BUTHEM
MOYEBOI'0 CUHAPOMA.

IloyeuHble mNposiBJIeHUs] NOJMKHCTO3a. boilb B TOSCHUYHOM 001acCTH
SBJISICTCSI OJTHUM U3 BEIYIINX CUMIITOMOB 3a0osieBanus. [[0ABIATHCS MOXKET yKe Ha
paHHeM ctaauu 00JIe3HU, HOCUT Pa3IMYHBIM XapakTep. Boi3biBaeT nospieHue Oosein
WM CIOCOOCTBYET MX YCUJICHWIO MHTCHCHBHAsI (M3MYECKas HArpyska, HapylIieHUe
rnaccaxka MO4Yd, HaJINYMe BOCHAIMTEIHHOTO MPOIIEcca B MOYKAX, KOHKPEMEHTOB.

['eMatypusi BTOpPOl MO YACTOTE CHUMITOM IOJUKUCTO3a. Yaille nposiBIseTCs
MUKpOTeMaTypueld, HO y HEKOTOPHIX OOJBHBIX BCTPEYACTCS MaKpOTeMaTypus,
KOTOpasi ObIBa€T MACCUBHOW WJIM YMEPEHHOM, KPaTKOBPEMEHHOW WJIM JIJTUTEILHOM,
MOXKET HCYe3aTh CIIOHTAaHHO, a IPOBOIMPOBATHCS (PU3MYECKONH HArpy3KOHW WU
TpaBMUpPOBaHUEM IMOYKH. B OCHOBE maToreHe3a reMaTypuu B JAHHOM CITy4ae JICKUT
OCTpPBIA BEHO3HBIM CTa3 M HAPYIICHUE IEJIOCTHOCTH (POPHUKAIBHBIX BEH B 30HE
Yalex npu ITaTOJIOTHYSCKOM ITOIBMKHOCTH MOYEK, paccTpoiicTBax
MUKPOLIMPKYJISIIIAN, HEKPO3€ MTOUYEUHBIX COCOUYKOB.

AptepuanbHas TUIEPTE3US MOYET BBICTYIIaTh MEPBbIM KIMHUYECKUM
MIPOSIBJICHUEM OOJIE3HH W Pa3BUBATHCS €€ B TOJPOCTKOBOM Bo3pacTe. BHauaie
noabéM AJl NPOUCXOAUT 1O YMEPEHHBIX IUdp, B MOCICIYIOMIEM TOCTUTAET
BBICOKOTO YPOBHS. XapakTepHON OCOOEHHOCTBIO SIBJISIETCS IOTEPS IUPKAJTHOTO
putmMa AJl, C TNOBBIIIEHHMEM €ro B HOYHbIE M pPAHHUE YTPEHHUE Yachl. Takue
n3MeHeHus AJl 0Ka3bIBalOT MOBPEXKIAIONIEE JCUCTBUE HA OPTaHbI-MUILICHU: CEP/IIIE,

BbI3bIBasd FI/IHeprOCbI/IIO JICBOT'O KCIyAO4YKa, IMOYKH, ITPUBOASA K PAHHCMY PA3BHUTHIO
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tepmuHabHON cragnu XIIH. B marorenese aprepralibHOM THMIIEPTEH3UM BEAYILECE
3HAQYEHUE OTJAIOT MIIEMUU MOYEYHOM TKAHW, YTO MPUBOJUT K AKTUBALIMM PEHUH-
AHTMOTEH3UHOBOM CUCTEMBI U 3a/IEP/KKE HATPUS B OPTaHU3ME.

CTpyKTypHBIE HapyIICHHs, KOTOPbIE BO3HUKAIOT KaK CJIEICTBUE 0Opa3zoBaHUS
KHCT B MOYKAX, MPUBOJAT K COKPAILIECHUIO 3J0POBOM MOYEYHOM MAPEHXUMBI 34 CYET
Komrpeccuu. KuCTbl MOCTOSHHO YBEIMYMBAKOTCA, YTO NPUBOAUT K PACTIKEHUIO
MOYEK, YBEIWYECHUIO WX Pa3MEpOB, HAPYIICHUIO CTPYKTYyphl. [louku craHOBSTCS
JOCTYIHBIMU JIJIsl TAJIBIIAIIMM U MIPEACTABISIOT CO00M OnmyXoeBUAHbIE 00pa30BaAHUS
BHYIIIUTEJIbHBIX PA3MEPOB.

Hapymienne QpyHKIMM mouek mposiBIsSETCS YBEIMYCHHEM KOJIMUECTBA CyTOUYHOTO
IUype3a U CHUKEHHEM OCMOTHYecKOM moTtHoctd mouu (1,002 — 1,012). duypes
Konebjercss B mpeaenax 2-3  J/CyTkd, OOJbHBIE MPEIBSABISAIOT >KaloObl Ha
MYUYHUTENBHYIO XaxAy. [IpoTenHypusi BbIpa)K€Ha HE3HAYUTENBHO, OJHAKO MOXKET
YCUJIMBATHCS NIPU IPUCOEANHEHUH YPEMHUH.

Hapymenust SHIOKpUHHOM  (QYHKIUMM  XapaKTEpU3yeTCs  IMOBBIIICHHOU
OPOAYKIMEH pEHUHA, YTO HEOJIaronmpuaTHO BIUSET Ha ypoBeHb AJ[ y Takux
O6onpHbIX. [lpoaykuus >puTponodTHHA y OOJBHBIX C MOJMUKHCTO30M OCTaéTCs
COXPaHHOM, IOATOMY aHEMMs JaKE€ MNPU Pa3BUTUU TEepMUHaIbHOU crtamuu XIITH
MEHEE BhIpaKEHa, ueM y 00JIbHBIX ¢ TepMuHasibHOM XITH apyroro renesa.

BHenoueyHble TNPOSIBJIEHUS TMOJUKHCTO3a. BHeNoueuHble MPOSBICHUS
MOJIMKUCO3HOM 00JIE3HU TOYEK XapaKTepU3yHTCs HaluuueM KUCT B nedeHu (75%),
IUBEpTUKYJIe30M KuilleuHuka (70%), matonorueid cepAedHbIX KiamnaHoB (25%),
KucTamMu SIMYHUKOB (40%), BHyTpuyepenHbIMH aHeBpusmamu cocynoB (10%),
naxoBbIMU Tpblkamu (15%)[3].

Cpenn Bcex BHEMOUYCUYHBIX MPOSBICHWN HambOoee pacipOCTPAHEHBI KHUCTHI
neyeHu. OOHapYy UBAIOTCS, KAaK MPABUIO, MHOXXECTBEHHBIE KHUCTBI, Pa3IMYHOIO
pasmepa. OHU NPOTPECCUPYIOT, YBEIUUYUBAIOTCSA B pa3Mepax U MOTYT NPUBOJUTH K
CTOWKOMY OO0JIEBOMY CHHIPOMY B MpPaBOM MojpeOephe, BBI3BIBATH MOPTAIHHYIO
TUIIEPTEH3UI0, BAPUKO3HOE PACIIMPEHUE BEH NUIIEBOJA, IENATOCINICHOMETAIUIO U

aClluT. Ho qame KHUCThI IICYCHU HE BbI3BIBAIOT OECIOKOMCTBA U AUArHOCTUPYIOTCA
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cinyvyarHo. [lpyrow pacrpoCcTpaHEHHON IIaTOJIOTHEW, COIIPOBOKIAOIIEH
MOJIMKUCTO3, SBISETCA AUBEPTUKYJIE3 KumeyHuka. Cama Matonoruss NpOTEeKaeT
0ECCUMITOMHO, HO OCJIOKHEHHS, TaKM€ KaK JUBEPTUKYJIHUT, KPOBOTECYEHUS U3
IUBEPTUKYNa, ero mnepdopauus MOTYyT MNPUBOAUTH K OMACHBIM [JJIsl JKU3HU
coctosHUsIM. CO CTOPOHBI CEpPJECYHO-COCYIUCTONM CHUCTEMBbI YaCThl IMOPAKEHUS
KJIaMaHHOTO ammaparta cepauna. Hauboniee pacrnpocTpaH€H mponiarnc MUTPaTbHOIO
kinarmaHa (ormedaercs y 15% OONbHBIX), MEHBIIE B TATOJOTHYECKHI MPOIECC
BOBJICKAIOTCS AOPTAJbHBIA W TPUKYCHUJAJIbHBIA KianaHbel. HeBposoruueckue
paccTpoiicTBa OOYCIIOBJICHBI Pa3pblBOM BHYTPHUEPENHBIX aHEBPHU3M (4acToTa HX
konebsercst ot 0 10 40%) u cybapoxHOUIaTILHBIMUA KPOBOU3IUSHUSMHU.

CocTosiHuE MAIMEHTOB ¢ MOJMKUCTO30M IMOYEK ONpEesieTCs] CTauell TeUeHUsI
O0one3snu.  Beimensior  Tpu  craguum  3a00eBaHMA:  KOMIIEHCHPOBAHHAs,
CyOKOMIEHCUPOBAaHHAsI M JEKOMIIEHCUpOBaHHas. B mepByro cTaauio OOJbHBIC
IPEABABIIAIOT KajoObl Ha 00IIYI0 C1ab0CTh, CHUYKEHUE PAOOTOCIIOCOOHOCTH, TYIIBIC
00aM B  MOSCHUYHON  00JIacTH, TOBBIINICHWE  apTEPUATBHOTO  JABJICHHUSL.
OyHKIIMOHAIbHAS CIOCOOHOCTh IMOYEK CHUXAETCS He3HauuTenabHo. C MOMEHTa
YCTaHOBJICHUS IMAarHO3a CPEIHsA MPOJOJKUTEIBHOCTD KU3HU 0Koo 20 setr. B sty
crtaauto HambOosiee A(h(DEKTUBHBIM SIBISIETCA XUPYpruueckoe jedyeHue. B craauu
cyOKOoMMeHcalMi OOJIbHBIX TMOCTOSSHHO OECMOKOSAT TyIble OOJM B MOSICHUYHOU
o0JjacT, KOTOpble MOTYT YCHJIMBAThCS MOCie (U3NYECKON HArpy3Kd, BBICOKHE
noabEéMbl AJl, mpakTUYeCcKH HE MOAJAIOIIMECS MEIUKAMEHTO3HOM KOPPEKIIUH,
ObICTpast yTOMIIIEMOCTb, TOJIOBHbIE 00y, DYHKIUS MMOYEK 3HAYUTEIBHO CHUXKACTCS,
4TO TposiBIsieTcss a3oreMuel. PaboTocmocoOHOCTH pe3ko CHIbkeHa. B cranuio
JEKOMITEHCALIUU COCTOSIHUE OOJIbHBIX pe3Ko yxynmaercs. KinmHudeckue CUMITOMBI
YTSDKEJSIFOTCS, K HUM NPUCOEAUHSETCS IOCTOSIHHAs TOLIHOTA, CHJIbHAS HKaX[a,
peTUHONATHs, YCWIMBAIOTCA BHEMOYEYHbIE MposiBiieHusa. HabmomaroTcs TspKENbIe
HapyueHus: (QUIbTPAMOHHOM M KOHUEHTPAIMOHHOM (DYHKIIMM TOYEK, HapacTaer
azoremusi. AprepuanbHoe AaBieHue jpocturaer 220/110 mMM. pT. CT. U BBIIIE U HE
noanaércs Koppekuuu. B aToit craguu 60JbHbIE HETPYAOCTIOCOOHBDI.

Oci10:)KkHeHN MOJMKHCTO03a MOYEeK.
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1. KpoBoTeuenne B KHCThI WM PETPONEPUTECHUATHLHOE IPOCTPAHCTBO,
BO3HHUKAIOIINE BCIEACTBHE (U3NYECKON HArpys3Kd, TpaBMbl, NOBbImICHUS AJl u
HPOSIBIISIONIMECS O0JIEBBIM CHHIPOMOM M MaKporeMaTypHueH.

2. NudummpoBanne KWCT, TMNPUYMHOW KOTOPOTO CTAHOBUTCSA  HMH(EKIIUS
MOYEMOJIOBBIX MyTEH MM TeMaToTeHHast HH(EKIus.

3. Hedponutnas, BeI3pIBa€MbIi HAPYIICHUSIMUA B META00JIM3ME U MACCAKE MOYH.
4. Paszsutne nomurnuremun. [IpudnHbl CBS3BIBAIOT C W30BITOYHON MPOIYKIUEH
MO3TOBBIM BellecTBOM No4kH 3putponodtuHa [Eckardt K,U. et al., 1998].

NucTpymMeHTaNbHAsA JHATHOCTHKA  MOJHUKHCTO3a modek. [llupoxoe
pacrpoCTpaHEHUE TMOJYUYUJIO YJIbTPa3BYKOBOE MCCJIEAOBAHUE IIOYEK, KOTOpPOE
MO3BOJISIET Ha COBPEMEHHOM JTalle OMNpeNeisiTh KUCThl pasmepoM oT 1,5cMm. Ilpu
YIBTPA3BYKOBOM HCCIIEJOBAaHUM HA HAYaIbHBIX JTamax OOJE3HW pa3sMephbl MOYEK
COXPaHAIOTCS B Mpejieax HOPMbI, KOHTYP OCTa€TCS YETKUM, a IOBEPXHOCTh TJIaIKasl.
EIuMHCTBEHHBIM HW3MEHEHHEM SIBIISICTCS HAJIMUUE MEJKUX KHCT, BBISBISEMBIX B
Kax0i mouke. Ha Gosnee mo3mHUX CTaausax MapeHXuMa MPaKTHYECKU BCS 3aMerieHa
kuctamu. Kuctel cogepxar >KUAKOCTh. B cilydae OCIOKHUBIIETOCS TEUEHUSI MOKHO
OOHApPY)XUTh HaIW4YUE OCJNKOBBIX YACTHI[ WJIA TeMopparuii B kucrax. [lpwm
MIOCTAHOBKE YJIbTPAa3BYKOBOTO JUAarHo3a HEOOXOJMMO HKCIOJIb30BaTh CJICAYIOIINE
kputepuu: 1)Bo3pact meHee 30 yiet, HamMuue ABYX U OoJiee KHUCT, 2) Bo3pacT oT 30
1o 60 ner, nBe u 60Jee KUCTHI B KAXI0HW MOYKe, 3) Bo3pact Oosee 60 jeT, YeThipe u
0oJjiee KHUCT B KaXKJI0H ITouke [4].

Ha coBpemennom stame Bc€ Oouibliyl0 IpHU3HATENbHOCTH Mpuodperaer MPT,
SABJISTFOITIAsICSL O0Jiee YyBCTBUTEIBHBIM MeTo/IoM, ueM Y3U u KT. Kuctel Bu3yanbHO
OTJIMYAIOTCA OT 00bEMa MOYEYHOM TKaHU, YTO OOECleurBaeT MOHUMAaHUE PAa3BUTHS
00JIC3HH.

He yTtpatuim cBo€ro 3HauY€HUsI U PEHTI€HOJIOTUYECKUE METOJIbl UCCIIEAOBAHMUS.
[IpeumyiiecTBa OTAAIOTCS AKCKPETOPHOU yporpaduu, peTporpaaHoil nuenorpaduu.
Nx npumeHeHHe OCHOBAaHO Ha M3MEHEHUHU 4YallleyHO-1oxaHO4uHOU cuctembl (UJIC)
MOYEK 3a CYET YBEJIMYECHHUS KUCT, Pa3BUTHUS CKJIEPOTUYECKUX W BOCHAJIUTEIIBHBIX

nponieccoB B mnoukax. YJIC mpereprneBaeT 3HAYMTEIbHBIE H3MEHEHUS: JIOXAHKU



116
PACLIMPSIOTCS BCJIEICTBHE UX PACTSIKEHUS U YJIMHEHHUS; IEHKH YallleK JJIMHHBIE, C
KOJI0000pa3HO pacIIMPEHHBIMUA KOHITAMH.

B nocnenHue roapl B NPAaKTUKy CTald BHEAPATH METOABI NPEHATAIbHOU M
noctHaTanbHOU JIHK-nnarHocTrku. OTOT TECT 3aKI0YAETCS B BBISIBICHUH MapKEPOB
(1moce10BaTEIbHOCTH HYKJIEOTUA0B) Ha 16-xpomocome. Heob6XxonauMo BBINONHATH
TECT MPHU HAJIM4YUE 2-X YJIEHOB CEMBU C KIMHMYECKUMHU MPOSBICHUSIMH OOJIE3HU.
BepositHocTh ommOku coctaBisieT 5%. OqHaKo BO3HUKAIOT MPOOIEMBI 3TUYECKOTO
XapakTepa 0COOEHHO B MPEHATAIBHOM IIEPUOJIE, TOCKOJIbKY JTaHHOE 3a00JIEBaHUE HE
U3JICYMMO, a CYIIECTBYIOUINE METOMABI JICUYEHHS JIUIIb CIIOCOOHBI MPOJJIeBATh JKU3Hb
00JbHOMY, IIPEIOTBpPALLAsl PAHHEE TOSBICHUS OCIOKHEHUH [3].

Jleuenne. Ha coBpeMeHHOM 3Tamne crneunpuueckoe Je4YeHHWE MOJIMKUCTO3ZHOU
0ose3Hu mouek He pa3pabotano. Ilpu jedyeHMHM TPUMEHSIOT CHUMITOMATHYECKYIO
TEpanuI0, HANPABICHHYI0 HAa KOPPEKLMIO OCJIOKHEHUH M TPOIJICHHE KU3HU
O0onpHOro. B cramuio kommeHcauuu MOTYT OBITh HPUMEHEHBl XHPYpPrHUECKHE
METO/IbI JIedeHUsI. BO3MOKHBI MyHKIMKM KUCTHI UIJIOM U 3BaKyalus €€ COIEepKUMOTrO.
[IpenMyniecTBOM Takol METOAMKH SABJISIETCS Majas TpaBMaTUYHOCTh, HO B 30-80%
BO3HHMKaeT penuauB 3aboneBanus [10]. Jlpyrum, Oosee TpaBMaTUYHBIM, HO
YCOBEPIIEHCTBOBAHHBIM CIIOCOOOM SIBJIIETCS TAMIIOHMPOBAHHUE (DEHECTPUPOBAHHBIX
KHUCTHBIX MOJOCTEN MapaHeppaabHOW KiIeT4aTKOM. TaMIOHHMpPOBAHHME IOBBIIIAET
COCTOATEJILHOCTh ONEPALMH, CHMXKAET YAaCTOTY PELMAMBOB, HO HE pEIIAeT 3a1ady
paaMKaIbHO, TaK KaK B OTHAIEHHBIE CPOKM MOXKET IPOUCXOAUTH CMOPIIMBAHUE
IIOYKH WK €€ )xupoBoe nepepoxacHue [11]. Ha ocHOBe 3TOr0 merona nosiBiIsrOTCSA
HOBBbIE MOJM(PUKALMK TaMIOHUPOBAHHUS KHUCT 3aMEIIAIONUM MaTepHaioM —
I'PaHYJIMPOBAHHBIM HUKEIUAOM TUTaHA. XOPOILIUE Pe3yabTaThl JAET METOJ ITyHKIIUU
KHCT 1oja KoHTpojeM Y3W ¢ mociemyromuM BBeleHHEM ckiepo3anTa [9]. Ilpu
HEOPPEKTUBHOCTH JAPYTUX METOJOB JIEUEHUS MPUOETaloT K XUPYpPrudyecKou
JEKOMIIPECCUH (MCCEUEHHE KUCT MM HEPPIKTOMMUS).

MeaukameHTO3Hasi Tepanusi OOJIbHBIX C MOJMKHCTO30M IIOYEK HAalpaBjieHa Ha
KOHTPOJIb apTepuaibHOil runepreH3uu. LleneBorr ypoBenb AJl — 130/80 Mm.prt.cCT.

[Ipenaparamu Bb1OOpa SABIAIOTCS MHTHOUTOPHI AIID B KayecTBE MOHOTEpAIUK WA B
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COYeTaHMH C  OJOKaTopaMd  MEJICHHBIX  KaJIbIIMEBBIX  KaHaioB,  [-

aapeHoOI0karopamu [2]. B cnyuyae unpuupoBaHus KUCT CIeAyeT CAaHUPOBATH

KHUCThl W Ha3HayaTh AaHTUOAKTEPUAIBHYIO Tepamnuio. AHTHUOMOTUKH JOJIKHBI

MPOHUKATH Yepe3 CTEHKU KUCT U ObITh 3P(PEKTUBHBIMU B OTHOIICHUH BO30YIUTEINEH.

Yame ucnonb3yroT (GTOPXUHOJOHBI — HUOPOQIIOKCAIMH U HOP(IIOKCAIUH, pexe

JICBOMUIICTHH, OUCEITOI. boneBoii cuHAPOM KymupyrOT aHajlbretukamu. B

CIyyae XpOHUYECKOTO BBIPAKEHHOTO CHHJIPOMA MOXHO HCIIOJIb30BaTh aBTOHOMHYIO

Oysiokagy HEpBOB, wuriopeduexcorepanuto. JleueHue OOJNBHBIX € TEPMHHAIBHOMN

craguen XIIH BkimroyaeT XpOHMYECKUH T'€eMOINAIN3 U TPAHCIUIAHTALAIO TTOYKH.
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