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AKTYalbHOCTb MPOOJIEMBbI TTOJIMKUCTO3a MOYEK Y
JieTei 00ycoBieHa O0IBIION PAaCIPOCTPAHEHHOCTHIO,
0COOEHHOCTSIMH TE€UEHHS ¥ UCXO/Ia, CEPbE3HBIM IPO-
ruo3oM. Llenbio Hamiero o03opa JaUTEpaTyphl SBIIS-
ercss o0oOmeHMe HMMEIOLUXCS CBEIEHUH O
KJIMHUKO-TEHETHUECKUX 0COOEHHOCTSIX ayTOCOMHO-/I0-
MHUHAHTHOTO U ayTOCOMHO-PEIIECCUBHOTO MOJTUKHUCTO-
3a IMOYeK.

PaznuyaroT mosMKMUCTO3 MOYEK ¢ ayTOCOMHO-/I0-
MUHAHTHBIM TUTIOM HacienoBanus (AIIIT) u momu-
KHCTO3 MOYEK C ayTOCOMHO-PELIeCCUBHBIM THUIIOM
HacnenoBanus (APIIII).

AT moutn He oTMevaeTcs y JeTel U U3BeCTeH
Kak MoJUKUCTO3 B3pocibix [1]. AT BcTpeuaeres ¢
yactotoi ot 1:500 go 1:1000. APIIIT B Gonbieii cre-
neHu npossisiercs B Aercrse. Yactora APIIII cocTtas-
asier 1:6000 — 1:40000 >KUBOPOKAECHHBIX MJIa/ICHIICB.
B oTteuecTBeHHOM U 3apyOeKHON JIUTEPATypPe UCIIONb-
3YIOT CJEAYIONIYI0 TepMUHOIOTHIO (Tadu. 1).

Kaaccndpukanusi moJmKucTo3a novex
Jlo HacTOsIIEero BpEMEHU He CYIIEeCTBYET elu-
HOW OOLIENPUHATON KIIaCCU(PUKAIUK TTOJTUKUCTO3a
MOYeK.
CornacHo cTeneHH AMIaTalUM CO-
OupaTeNbHBIX KaHAIOB TIOYEK U pa3Me-

HHIIA ¢ TEPMUHOM «cuHJpoM [loTTepa» win «deno-
tun IlorTepa» crana NpUUYMHONW HENOMYJISPHOCTHU
kiaccupukanyu. OgHaAKO MOP(POIOTHUECKH-OPUEHTH-
poBaHHasi KJIacCH(UKAIMS JaeT OINpe/ielieHne Kuc-
TO3HBIM OBPEKACHUSIM, KOTOPbIE MOT'YT OTJINYATHCSI
OT CYIIHOCTH 3a00ieBaHUsl. 3HAYCHUE NTaTOAHATOMHU-
yeckoil knaccupukanuu nokazano Gillessen —
Kaesbach ¢ coaBropamu (1993). Onucannsle Hapy-
HIEHUA ¢ XapakTepHbIM JuLoM (Jiuno [lorTepa), MUK-
pouedanueil, BpOXKJIESHHBIM TOPOKOM ceplilia H
BOBJICUCHHEM MEUCHH HEOTIIMYMMBI OT TE€X, KOTOpPhIC
HaOMI0AaI0TCSl IPU Ay TOCOMHO-PELIECCUBHOM TOJIH-
KHCTO3€ MOYEK.

Bosniak (1991) pa3zpaboTai kinaccupukaiuio mno-
YEeYHBIX KHCT, OCHOBAHHYIO Ha 0COOEHHOCTSIX Y 3-Hc-
cliel0OBaHMsl, KOMIOBIOTEpPHOW Tomorpapuu u
BHYTpPHBEHHOW yporpaduu. J[aHHbIe 3TUX UCCIeN0-
BaHUU moMorarT audQepeHIupoBars 100pokaye-
CTBEHHBIE KHCTHI OT KHCTO3HBIX HOBOOOpa30BaHM.

B knuHuveckoil mpakTuke Hawboliee 4acTo Hc-
NOJIB3YeTCs KIacCu(UKAIMs KUCTO3HBIX HAPYIICHHH
noyek, npepioxenHas K.Zerres B8 1996 r., xotopas
npuBeneHa B Tabmn. 2 [2].

Ta6bnuua 1
TepMI/IHOHOFI/Iﬂ MOJIMKUCTO3a NovYek

pa neueHouHoro ¢uobpo3a, Blyth u B orevecrsenton nuteparype

B 3apy6exHoi nutepartype

MonnkMCTO3 NoYeKk

Polycystic kidney disease

Ockenden npennoxunu kinaccuduxa-
OUI0 YCTBIPCX pPa3JMYHBIX MNOATHUIIOB

MonMKncTo3 noyek ¢ ayTOCOMHO-00-
MWHAHTHbLIM TUNOM HacnegoBaHuda

Autosomal dominant polycystic kidney
disease (cystic kidneys Potter type lll)

APIIII [2].

[MoNAMKMCTO3 NOYEK B3POCIOro Tmna

Adult polycystic kidney disease

AOMNM

ADPKD

HaunbGomee xopo1o n3BecTHas Kiac-

MOAMKMNCTO3 NOYEK C ayTOCOMHO-pe-
cupuxanus (Osathanondh u Potter), LLECCUBHBIM TUMOM HACJIEL0BaHUS]

Autosomal recessive polycystic kidney
disease (cystic kidneys Potter type I)

IMoNMKMCTO3 NOYeK AETCKOro Tmna

Infantile polycystic kidney disease

HUMECT OTPAaHNYCHHOC 3HAUYCHUEC IJIA KITU-
APIIMN

ARPKD

HUYecKol npakTuku. CMbIcIOBas myTa-
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Tabnuua 2
Knaccudukauusa KNCTO3HbIX HapyLUEHUI NoYeK
(K.Zerres, 1996)

1.1 AyTOCOMHO-PELLECCUBHbI TUM MOJIMKNCTO3a NMoYeK (Tuna
Mottep I)

1.2 MNoYeyHbIe N NEeYEeHOYHbIE N3MEHEHUS Mo Tuny MoTtTtep | kak
4acTb CUHOpPOMA

2. AyTOCOMHO-O0MUHAHTHbIN TUMN NOIMKMCTO3a noyek (Tun MoT-
Tep )

2.1 PacnonoxeHue B 16p xpomocome (PKD1)

2.2 PacnonoxeHue B 4p xpomocome (PKD2)

2.3 PacnonoxeHve B 40O CUX NMOP HEN3BECTHOM XPOMOCOME
(PKD3) — Hu B 16p, HM B 4p XpOMOCOME

3. KucTtosHas gmcnnasus (Bcer noyknm uiam ee CeErMmeHTa)

3.1 Cnopagmnyeckas, MHorodakTopHas

3.2 Aoucnnasus (ayToCOMHO-O0MUHAHTHBIM TUMN HAcneaoBaHus)
3.3 C ayTOCOMHO-peLeccuBHbIM TUMOM HacnenosaHus (?)

3.4 C X-cuenneHHbIM TUNOM HacnenoBaHus

3.5 PeHo-renarto-naHkpeaTmnyeckas gmcnnasuvs (ayTocCoOMHO-pe-
LLECCUBHbIN TUM HacnenoBaHUS)

3.6 KncrtosHas gmcnnasms kak 4acTb CMHOpoMa

4. momepynoknctosHas 60ne3Hb

4.1 Cnopagunyeckas

4.2 AYyTOCOMHO-O0OMUHAHTHAA runonnactmnyeckas dopma

4.3 PaHHAa mMaHndecTaums ayToCOMHO-AOMUHAHTHOro TMna
NoJIMKMCTO3a MoYeK

4.4 MocnencTBne MOYETOYHMKOBOM O0OCTPYKUMN (KUCTO3HbIE
noyku Tuna Motrep IV) (He HacnenyeTcs)

4.5 MnomMepynokncTo3Has 60se3Hb Kak 4YacTb CMHApPOMA

5. MNMpocTble KUCTbI

6. MprobpeTeHHble KNCTbI NnoYyek

7. KOBeHUIbHbIN HedbpoHod T3/ MeaynnapHas KMCTo3Has 6051e3Hb
7.1 KOBEHUNbHbI HEDPOHODTU3 (aYTOCOMHO-PELECCUBHBbIN
TUN HacnenoBaHUS)

7.2 CUHOPOMHBIV KOMMJIEKC PEHaNbHO-PETUHANBHOW Ancnna-
31M (ayTOCOMHO-PELECCUBHbIN TN HACNeaoBaHns)

7.3 MepynnsipHaa Kncto3Has 6051e3Hb (ayTOCOMHO-A0MUHAHT-
HbIA TUN HacnegoBaHUs)

8. MepynnspHasa rybyaTtas nodka

8.1 Cnopagunyeckas

8.2 C ayTOCOMHO-AOMMHAHTHLIM TUMOM HacnenoBaHUs

8.3 C BpoxnaeHHOW remurmunepTtpoduein (He HacnepyeTcs)

8.4 PaHHsi9 cTagmst NOJIMKNCTO3HbIX Bone3Hen (ayToCoMHO-pe-
LLECCUBHbI 1 ayTOCOMHO-A0OMUHAHTHbBIA TUM HacnenoBaHns)
9. BHenapeHxnManbHbIe KUCTbl MOYEK

9.1 InBepTuMKyN Yaleykn

9.2 OkononoxaHo4yHasa nMMaHrnakTasus

9.3 MNMepuHedpanbHasa kicta

MoJiekyJipHO-TeHeTHYEeCKHEe ACTEeKThI
MOJTUKHCTO32 MOYeK

Aymocomno-oomunanmmnblii NOTUKUCMO3 NOYEK
— IeHETHUYECKU-TeTepOreHHoe HapylleHue. B Hacro-
Al1ee BpeMs OIUCaHbl MyTallii, KaK MUHUMYM, TPeX
TeHETHYECKUX JIOKYCOB, TOBPEXIEHHS KOTOPBIX SBIIS-
I0TCSI TPUYMHON oOpazoBanus Kuct [3 — 7]. Hanbo-
Jee 3HaYuMOM NMpuuMHOW Bo3HUKHOBeHus AT
SBJISIFOTCS] MyTalK (1e(eKThl CrlalicuHTa, MUCCEHC/
HOHCEHC — MyTAallUH, I€JIEeLUH, MHCEPLUH U T.JI.) B TeHe
PKD1 (PKD — Polycystic Kidney Disease). 'en PKD1
pacnosnaraeTcsi Ha xpomocome 16p13.3 u xoaupyer
MEeMOpaHHBIN TIMKONPOTEHH, MOJUIKUCTHH, KOTOPBIH
MOJKET UTpaTh NOTEHLUAIBHYIO POJIb BO B3aUMOJEH-
CTBMSIX KJIETKa — KJIETKa M KJIeTKa — MaTpHKC.

Ortor Bapuant AJIIIIl BcTpeuaetrcs B 85% ce-
meil. [Tpumepno 15% cayuyaes AT accounupyrot

¢ mytauusmu B PKD2 rene, pacnonioxeHHOM Ha Xpo-
Mocome 4q13-23 1 KoAHUpPYIOIIUM MPOTEUH, KOTOPBIN
HaxXOJUTCS BO B3aMMOJECHCTBUU C MOJUIUCTUHOM. B
CPABHMUTEIBHO MAJIOM TPYIIIE CEMEN ONMMUCAHBI MyTa-
MM, He cBsa3aHHbie ¢ TeHamu PKD1 u PKD2. Jlo Ha-
CTOSILLIET0 BPEMEHU HE CYLIECTBYET €JUHOI0 MHEHHUS
0 JIOKaJIM3alMK JJAaHHOTO I'€Ha U YCJIOBHO OH HAa3BaH
PKD3. IlpennonararT, yTo AehEKT MOTUIIUCTHHA
MPUBOANUT K M3MEHEHHIO BHYTPUKJIETOUHBIX MOKa3a-
Tene v ocnableHUIo UIMapHON QyHKIMH, 4TO MOOY K-
JlaeT K aHOMAJIbHOMY Pa3BUTHIO JIUTEIHAIbHBIE
KJIETKH KaHajbleB [8].

B cBsi3u ¢ Tem, 4TO OENOK MOJUIMCTHH YYacTBY-
eT B Iiepesiade CUrHajia B KJIeTKaX, HeoOXOAUMO H3y-
YEHHE JIPYIUX ME€H-T€HHBIX B3aUMOACHCTBUI.

Ilpu aymocommno-peyeccuenom noarukucmose
noyex TeHETUYECKU JIOKYC, aCCOLIMMPOBAHHBIH C BO3-
HUKHOBEHHEM 3a00JIeBaHus, pacrojaraercsi Ha Xpo-
mocome 6p21 [1,9, 10]. Knunnyeckue nposiBieHus npu
APIIII onmpenenstorcs MOJEKYISIPHO-TE€HETHUECKON
FeTEPOreHHOCTBIO 3TOr0 N'€HETUYECKOro JIOKyca. Pas-
I14Ms B QEHOTHITMYECKHUX MPOSIBICHUSIX 3200JIeBaHMsI
y HEKOTOPBIX KPOBHBIX POJICTBEHHUKOB MOTYT 0ObBsIC-
HSTBCS BIUSIHUEM JPYTHX T€HETUYECKUX (PaKTOpOB, a
TaKke (akTopoB BHEIIHEH cpeabl [2].

IMaToMopdgosiorns MOTUKHCTO3a MOYEK

Ipu aymocomMHo-00OMUHAHMHOM NOJUKUCTNO3E
noyex 00e MOYKH YBETHMUESHBI U HAOIIOIal0TCsl KOPKO-
BbI€ WJIM TAPEHXUMATO3HbIE KMCThI, KOTOPBIE SIBIISIOTCS
10 CYTH paclIMpeHHbIMU TpyOoukamu [1].

MHorue U3 paHHUX KHCT MPEACTaBISIIOT aHOMa-
nmu Ga3anbHBIX MeMOpaH KaHanbleB. MHpUIbTpamst
Onu3nexaniero HHTepcTuls Makpodaramu u Guo-
pobnactamMy MPeANnoa0KUTENBHO SIBIISETCS OTBETHOM
peakuuei TkKaHu Ha 00pa30BaHKUE U YBEINYEHHE KHCT.
Kuctsl pa3BuBaroTcs B MEHbILIEH YAaCTH MOYEYHBIX
KaHaJblLIEB 3a KOPOTKUI MepHoJ Mocie POKICHHs U
MPOrPECCHBHO YBEJIMYUBAIOTCSA, MPUBOJIS K CMEPTH
MJIJIEHLIEB OT MOYE€YHOI HEAOCTaTOYHOCTH B BO3pa-
cte npuMepHo 1 roga. [IpumeuarensHo, 4TO MIlaAEH-
bl KEHCKOro IMoJjia (GOPMHUPYIOT MOYEUHYIO
HEJI0OCTaTOYHOCTh B BO3pacTe cTapiie 2 JET, 0JHaKO
MOYEYHbIE KUCTHI Y HUX pa3BUBAIOTCS TaK K€, KaK Uy
MITQJICHLIEB MY’KCKOTO ToJa. [ 1aBHOE oTin4ne Mex-
JTy TTOJTMKUCTO3HBIMHM TIOYKaMHU MaJIBYMKOB U JI€BOUYEK
COCTOMT B XapakTepe BOCMAJIUTENbHOTO UH(UIBTpa-
Ta 1 Qubpo3a. B sKcriepuMEHTAIBLHBIX MOJEISAX TY-
OyJnouHTepCcTUIIMAIbHbIe aHOManuu npu AJ[ITIT
COYETAKOTCS C KUCTO3HBIMU 00pazoBanusimu [ 11]. Dru-
TeIUalbHble KJIETKH CTEHOK KUCT BBIJICISIIOT TMOBBI-
[IEHHBI ypOBEHb XEMOKHHOB, Takux kak MCP-1
(XeMo-MpoTenH MOHOIIUTOB-1) U ocTeonoHTUH. Dak-
ThI CBUJIETEIBCTBYIOT B MOJIb3Y TOTO, YTO HapyIIEHUS
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KHCTOT€He3a, 2 IMEHHO aHOMaJIbHbIE POCT, pa3BUTHE
Y OKOHYaTelbHOe (POPMUPOBAHUE KaHAIIBLIEB, TOOYK-
JTAIOT KJIETKU K BBIACJICHUIO IIUTOKUHOB. [loBbIIIeHHE
MCP-1 B MoYe U POCT KOHIEHTPAIUU KpeaTHHUHA
CBIBOPOTKH OTpaXkaroT TsKECTh HapylleHuil. OnHako
M3-32 CIIOCOOHOCTH MOYEK KOMIIEHCHPOBATh 3HAYM-
TEJIbHOE YXy/IIeHUE (DyHKIIMOHUPOBAHHUS TTIOMEPYJISIP-
HBIX CJIMHHUII [TOCPEACTBOM THIEPPHIBTPAIIMN Yepe3
HEMOBPEXKICHHbBIE TTIOMEPYJIbl, KOHIIEHTPAIUS KpeaTu-
HUHA CBHIBOPOTKM BO3pAcTaeT IMO3/IHEE BBIJEIECHUS B
MOYy TaToJiornyeckux BemecTB. CBoeoOpa3HbIM
MapKepOM TSDKECTH IMOBPEKICHUS U TUCPYHKITUH 10~
yexk npu AJIII] cyuTarOT MOBBIIIEHUE BHIJCICHUS
MCP-1 mMou4o¥i 3a/10JITO 10 TOr0, Kak MOSIBATCS 3Ha-
YUMbIE€ U3MEHEHUS B YPOBHE KPEaTHHUHA CHIBOPOTKU
wi npotenHypui. [lopasstoriee G0NbIIMHCTBO KPyTI-
HBIX KHCT HE UMEIOT CBSI3U C KaHAJIbIIAMU U (PYHKIIUO-
HUPYIOT KakKk HW30JUMpOBaHHbIE 00Opa3oBaHwUs,
3aI10JTHEHHBIE )KUAKOCTBIO TOCPEICTBOM TPAHCIIMUTE-
nuanbHOU cekperuu [12]. YBenuuuBasch, KUCThI Te-
PSIIOT CBSI3b C POJAOHAYAIBHBIMHU KaHalbLlAMHU U
(GYHKIHMOHHUPYIOT KaK M30JIMPOBaHHBIE 00pa30BaHMUs C
KUIKOCTBIO. Andy3ust XeMOKMHOB B OJM3NIexKaIInii
MHTEPCTUINH Yepe3 MEKKIETOUHBIE TyTH MOXKET MPU-
BOJIMTH K JIOKAJIbHOMY MIPUTOKY Makpogaros, TyOyJ1o-
UHTepCTUIAIbEHOMY GrOpo3y [11].

IIpu aymocomno-peyeccusHom NOIUKUCTNO3E
noyex 00e NMOYKH 3HAYUTEIILHO YBEINYEHBI U B 00JTb-
HIMHCTBE CIy4aeB 0OHApYKUBAIOT OTPOMHOE KOJIMye-
CTBO KHCT B KOpe U napenxume. Ha panHell craguu
3aboneBanus rucronaronorus APIII xapakrepusy-
eTcst 00pa30BaHUEM KHCT B TIPOKCHMAJIBHBIX KaHAJb-
1ax, Mo3jHee — KHUCTHI SIBISIOTCS Pe3yabTaToOM
reHepaTM30BaHHOT0 BEPETEHOOOPa3HOT0 paCITMPEHUSI
coOupaTenbHbIX KaHaioB [13].

Pacimpennble coOupaTenbHble KaHallbl pajanaib-
HO OPUEHTUPOBAHBI U MIPOXOAT MEPIECHIUKYIIPHO K
Karcyse rnmouku. HTepCcTuImii 1 ocratok Tpybouek
HE MU3MEHEHBI BO BPEMs POXKICHUS, B JalbHEHIIEM
pa3BUTHE MHTEPCTUIHMAIBHOTO GuOpo3a 1 arpopuu
KaHaJTbIIeB MIPUBO/ISIT K MOTEPE MOUeuHON PyHKImu [1].

Kannuka

AymocomMHO-00MUHAHMHBIY NOTUKUCINO3 NOYEK.
AJIIIIT nmposiBisieTcss HAa YETBEPTOM WIIH TSITOM Jie-
CATKE )KU3HU MTPOTEHHYPHUEN, MaKpo- UJIM MUKporemMa-
Typuel u runepreHsueil. [Ipu coxpaHHON MOYeYHOH
(GYHKIMK MUKPOAIbOyMHUHYPHUIO JUATHOCTUPYIOT B
37%. O0beM MoUYeK CUHUTAIOT MapKepoM TSHKECTH
3abosneBanus [14].

AT conmyTCTBYIOT NEYEHOYHbIE KMCThI, KOTO-
pble 00BIYHO OECCUMMTOMHBI, Ae(EeKThl KIanaHOB
cep/lia; aHEBPU3MBI B CUCTEME KPOBOOOpAILIEHHUS! TO-
JIOBHOT'O MO3T'a, KOTOPbIE MOTYT IPUBOJUTH K BHYTPH-

yepenHoMy KpoBousnugHuio[15]. IIpubausurtensHo
10% AJIIIII, 60JIbHBIX UMEIOT KUCTHI B IOJDKEITY/I0Y-
HOH kene3e U MeHee 5% UMEIOT KUCThL B CEJIE3EHKE.
Kpome Toro, ormeuanuch KUCTHI SSMYHHUKOB, CEMEH-
HBIX MY3BIPHKOB, 3MUAUAUMUCA (TPUAATOK SIMUKA),
KeJe3bl THIo(pH3a, Ay THHHON 000JI0UKH U ILTUIITKOBH/I-
HOT'O Tena.

AJITIIT mMokeT codeTaThCsl ¢ BPOXKICHHBIM Je-
(deToM a3 B BUJE IIGHTPAIBHBIX KaTrapakT, JUCTPO-
¢dueil unm aucnnasueld ceT4yaTKH, MUKPOKOPHUEH,
OTCYTCTBHEM LIMJIMAPHOI'O TENA, BPOKIECHHON CeMeN-
HOM cienoToi [16, 17].

MHorouuciaeHHble MMaTOJIOTHYecKie U3MEHEHUS
MeYeHH BKIIIOYAI0T HenpaBuibHOe GOpMUpPOBAHKE I11a-
CTMHOK KaHaJIOB MEYEHHU C COOOIIAIOIIMMUCS KUCTO3-
HBIMHU 3JIEMEHTaMH, a TaKke KoMIuleKcsl MeeHOypra
[1]. OTMeuanock pacuiMpeHue y4acTKOB BHYTpUIIE-
YEeHOYHBIX KaHaJ10B (0one3ns Kaponn) 1 BpoxkieHHbII
neyeHOUHbIH Gpropo3. [ledeHoUHbIe KHCTHI YBETHYH-
BalOTCS C BO3PAcTOM M CTAHOBSITCS HEOOBIKHOBEHHO
OospiinmH K 16 ToiaM. BeposiTHO Ha KUCTOreHe3 Te-
YeHH BIMSIOT 3CTPOTCHBI, TAK KaK XOTS 4acToTa 00-
pa3oBaHUsA KUCT Yy JKEHIIWH U MYXXYUH MOYTH
OJIMHAKOBA, pa3BUTHE OOJBIIMX MEYEHOUHBIX KHCT
Habmonaercsa y xkeHmuH. ConytctBytomue A/l
ME€YEHOYHbIE KUCTBI YaCTO HE UMEIOT CUMIITOMOB, HO
MOTYT BBI3bIBaTh 0OJb M WHOTAA OCIIOXKHSATBHCS KPO-
BOTEUEHHEM, HH(EKIIMeH WM IeYeHOYHOH BEHO3HOW
00CTpyKIIMEH 13-3a MEXaHUYECKOTO C/IaBIMBaHUs T1e-
YEHOYHBIX BEH, NPUBOJIS K JIETKOM rematoMeraiuu U
9KCCY/IaTHBHOMY aCIIMTY.

Cy06apaxHouJalIbHOE KPOBOM3IHMSIHUE MOXKET SIB-
JSIThCS pe3ybTaTOM COYETAaHHBIX IiepeOpasibHbIX ap-
TepUabHbIX aHeBpHU3M [1].

Aymocomno-peyeccugnulii NOTUKUCINO3 NOYEK.
JuarHoctupyercs BHyTPHYTPOOHO MIIM BCKOPE MOCTIe
pPOXKJIeHUsl, © B OCHOBHOM XapaKkTepuiyeTcsi 0oiiee
TskensiM TedeHueM. APIIII y nereit wacto compo-
BOK/IAETCSl MAKPO/MUKpPOTeMaTyprel U TsDKeNOW TH-
NEPTEH3UEN.

ITpu APIIII onucan cunapom Ilorrepa ¢ xapak-
TEPHBIM JIMLIOM (YTIIIOMIEHHBIN HOC, 3aI1aJal0UH MoI-
OOpOJ0K, STMUKAHT, MUKPOTHATHS, MATKHE, HU3KO
pacroyIo)KeHHbIe U aHOMaJIbHbIE YIIHbIE PaKOBUHBI),
aHOMAJTUSIMM KOHEYHOCTEH, ehopMariueii mo3BoHOY-
HUKa U JIETOYHOM TMIOIIIa3Uel, CIECTBUEM KOTOPOU
SIBJISIETCS. HEOHATAJIbHBIM PECHUPATOPHBIA AMCTpECcC-
CHHJIPOM CO CIIOHTaHHBIM ITHEBMOTOpaKcoM. 3abouie-
BaHME YacTO COYETaeTCs C BPOXKIECHHBIM
NEeYEHOUHBIM (prOPO30M, Pa3IMYHON CTENEHBIO DKTa-
3 JKETYHBIX MPOTOKOB, TUIMEPIIA3UH KETUHBIX Ka-
HAJIOB, OWJTMAPHBIM JAUCTeHe30M. Yale BCero mmeer
MECTO JIeTKasi UM TsDKenas renaroMeralusi, CrieHo-
meraius. Korga TsokecTh MEe4eHOYHBIX MaHUdecTa-
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LU MPEBBIIIAET TAKOBYIO Y MOYEK, HApYIIEHHE Ha3bl-
BAaIOT BPOKACHHBIM IeyeHOuHbIM (ubpozom. Ilaro-
THCTOJIOTHYECKHU BPOXKIEHHBIN (PHOPO3 MeueHH CBsI3aH
¢ APIIII. OnHako BpoXKACHHBIA (GUOPO3 NIEUSHU MO-
JKET aCCOLIMUPOBATHCS C KUCTO3HOM 0O0JIE3HBIO MOYEK
MPYU MHOTHX JIPYTHX HapyIIEHUSIX, TAKUX KaK CHHAPOM
Mekkens, CHHAPOM Jeune, pa3jIMuHbIX CUHAPOMAX:
KOPOTKOTO peOpa-noinnaakTuiIng, cuaapome Ivemark,
aTpe3ny Biaranuia u Tyoepo3Hom ckiepose. Kpome
TOTO, BPOXICHHBINH (PrOPO3 1MeyeHu HaOIOIaeTCs B
COYETaHWH C IOBEHWIbHBIM HEYPOHOPTU3OM U B pel-
kux ciydasx ¢ AJIII1. ITo MHEHUIO HEKOTOPBIX aBTO-
POB, BPOXKJICHHBIN (UOPO3 MEUYeHU CKOpee SBIISIeTCS
MPOSIBIICHHEM aHOMAaJINU OUITMapHON CHCTEMBI, YeM ca-
MOCTOSITEIbHBIM 3a00JI€BaHUEM.

[Ipu nccrnenoBaHuM TpyIIbl MALMEHTOB C BPOX-
JeHHBIM (PUOPO30M IeueHH BhISIBUIH, 4T0 50-80% Ta-
KUX OONBHBIX HMENM pacliupeHue TpyOouek
MO3rOBOTO BelllecTBa mouek [2].

Jleranbubiil ucxon y nereit ¢ APIIII Bo3mokeH B
MepUHATAILHOM MEPUOJIE BCIEACTBHE MPOrPeccUpy-
IOLEH TOYEYHON HEJOCTATOYHOCTH, apTEepUaIbHOU
TUIIEPTEH3UU WIN JbIXaTeIbHOW HE0CTaTOYHOCTH.

Hawubonee octpoit mpobiaeMoii y cTapiuux namu-
entoB ¢ APIIII u BpoxkaeHHBIM QUOPO30M TIEeUEHH
SBIIsieTCA MOopTalbHas runeprensus. [lopranasHoe kpo-
BOTE€UYEHHE BO3HUKAET Ha [IEPBOM I'O/1y )KU3HH, y cTap-
HIUX JeTeill MposBiseTcs reMaTOME3UCOM WU
MeneHoll. M3-3a pacmmpeHuss BHyTpUIIEUEHOYHBIX
JKEITYHBIX MPOTOKOB MallMEHThl HAXOASTCS MMOJ] MOBbI-
HIEHHBIM PUCKOM OaKTEepUaTbHOTO X0IaHruTa. Pasmiu-
HbI€ aHOMAJIMM JKEJYHBIX MPOTOKOB (AMJIaTaLlMA,
nposiiepalusi, KUCThI) U TIEUSHOUHBIH (prudpo3 MoryT
COYETaThCs C IPYTUMHU 3a00JICBAHUSIMH U T€HETHYEC-
KMMHU cuHApoMamu (cunapoMm Mekkens, 17-18 tpu-
coMHUsl, CKIIepo3 TpyOouyek u auctpodus rioTKH,
OCJIO)KHEHHasl acUKCHel), BCTpeuaeTcs: B CTPYKTY-
pe HacIeACTBEHHBIX CUHAPOMOB [18].

V nanuentos ¢ APIIII BcTpewarorcss MHOTOYMC-
JICHHbIE HHTpPaKpaHHUaJIbHbIE aHEBPU3MBI, XOTsI ropas-
no pexe, ueMm npu AJIIIIT [19].

JAuarnoctuka

AymocomHo-0oMUHaHmMHbLU NOTUKUCO3 NOYEK.
AHanu3 KIMHUYECKUX MPOSBICHUI B COYETAHUH C PO-
JIOCJIOBHOM TaI[eHTa O0BIYHO MOATBEPIKAAIOT IUArHO3,
[IpenaTanbHast AUArHOCTUKA MPOBOAUTCS C MTOMOIIIBIO
V3U wim metonamu JIHK-auarHocTUKy.

Munumanbablii Y3U-kputepuii, mo3BoJISIOMNN
nuarHoctupoBars AT y manmenTtos ¢ puckom 50%
HocutenbcTBa reHa AJIIIII, mepecmoTpen: B Bo3pac-
te miaagme 30 jget — aBe KucThl, oT 30 mo 59 jer —
JIBE KUCTHI B KOXJI0M mouke, crapuie 60 IeT — 4yeThl-
pe KHUCThI B KaKJ10M nouke. [Ipy MUHMMAaIIBHBIX IIPO-
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SIBIIEHUSIX OOJIE3HH pa3Mephbl MOYeK HOpMaJbHbIE, UX
MOBEPXHOCTh IMIaJIKasg U MaJleHbKUE KHCThI OMpee-
Js0TCsl B 00enx nmoukax. C Bo3pacTaHueM pazMepa u
KOJIMYECTBA KUCT OHU YBEIMYMBAIOT MTOYKH O€3 HCKa-
YKEHHUs TIOYEYHOTr0o KOHTYpa. IIpu crijonHeIX BKiIIOYe-
HUSIX TPOEKIIUS KUCT Ha MOYEYHBIE TPAHULIBI TIPUBOTUT
K BBITYKJIOCTH KOHTYpOB. IIpu Gosiee BbIpakeHHOM
3a00JIeBaHUU MapeHXUMa MOYTH COBCEM 3aMellaeT-
Cs MHOXECTBEHHBIMU KUCTaMH. Y MalMEHTOB C
AJIIIII2 mensbie kuct, yeM y naruentoB ¢ AT,
Pa3zmep kucer Ha cHUMKax Bapbupyer, gocturas 10 cm
u OoJiee B AuaMeTpe.

HeocnoxHeHHBIE KHCTBI cO/iepKaT YHUCTYIO JKU-
KOCTb COJIOMEHHOTO I1BeTa. OJJHaKO Ha CHUMKaX BO3-
MOYKHO HaJIMYMe réeMOpparuu Win OElIKOBBIX YaCTHIL B
OJHOH Win Oosiee KUcTax. Mexay MOYKaMHu HE UC-
KITIOYaeTcs aCUMMETPHs KOJIMUECTBA U pa3Mepa KHCT.

KucTel B OOJBIIMHCTBE CIy4aeB BUIUMBI MIPU
BHYTPUBEHHOH MUeNorpaduu Ui KOMITBIOTEPHOH TO-
Morpaduu. Pajuorpadudeckue ucciae0BaHus TOMO-
raroT MOATBEPIUTH JUArHO3.

A.B. Chapman cuyunTaeT BO3MOXXHBIM OIpe/eie-
HUe 00beMa MOYeK M KHCT C TIOMOILBI0 OOBIYHON J0-
crynHoi rexuuku MPT. Meros Oosiee 4yBCTBUTEIIEH,
yeM Y3U u KT. Kuctel oTaeneHsl oT 00bEMOB I10-
YeK, YTO 00ecreynBaeT MOHMMaHUe Mpolecca pa3Bu-
Tus 6one3nu [14]. [lorenuunanbubie ommoOku npu KT
KacaroTcs MaJIeHbKHUX KUCT, KOTOpbIe HMEIOT BHYTPH-
MOYEYHOE MOoJIoKeHHe. B 3TUX cityyasx Juis OLlEHKH
pekoMeHyercs Oonee Menkuil mar paspesa npu KT
(5MMm). U3-3a mpoKoi AOCTYIMHOCTH HEWHBA3UBHBIX
METOJIOB MCCIIeJIOBaHUA, Takux Kak Y3U, anruorpa-
(ust 6ONbIIE HE MCIIONB3YETCS JUIsl TUArHOCTHKH [2].

Aymocommno-peyeccugHulii NOJUKUCMO3 NOYEK.
Knunuueckue ManuecTanny BKIIOYAIOT BHYTPUYT-
poOHOE yBenuveHHue MoYeK W MasloBOJWE, TUCTEHE3
JKEITYEBBIBOISILECH CUCTEMbI, IOPTaJbHbIN Gubdpo3. B
toHoIecTBe (B Bo3pacte crapuie 20 yiet) manudec-
TalUM BCTPEYAIOTCA PEIKO, a KIMHUYECKHE CUMIITO-
MbI 0OJIBIIIE CXOKHU CO B3POCIOH (hOPMOH MOJIMKHUCTO3a
nouek (AJIIIT).

[TonukucTo3 nouek npeanoaaraeTcs o KIMHYec-
KMM TIPOSIBIIEHUSIM U MoATBepxkaaercs ¥Y3M, koropas
MOKa3bIBAET THITMYHO-YBEJINYEHHBIE UM OJWHAKOBO
runepaxoreHHpie nouku. Tak xak Y3M nmouek moxer
JlaBaTh OUIMOKY MPH ONPEAETICHNH KUCT, KaK BapHaHT
JMUArHOCTUKU MOYET PacCMaTPUBATHCS BHYTPHUBEH-
Has nuenorpadus. «YaauHble» MUeNorpaMMbl 0OHa-
PYKUBAIOT paclIMpeHne coOMparomux kaHaioB. Tak
KaK 3TH KaHaJIbl pacroyIoXKeHbl OT KOPBI JI0 MapeHXHU-
MBI, OHU BBITJSIIAT KaK PaJdajbHbIC GKHIKWY», TTOXO0-
KM€ Ha CIUIIBI Kojieca. B CMOpHBIX ciiydasx MOXeT
OBbITh MPOBEJICHA OTKpPBITAsi OMOTICHS TIEUSHN U TIpa-
BOM MOYKM K KOHILY MEPBOro roja >KU3HU I TOrO,
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4TOOBI MOATBEPAUTH NUATHO3 U Pa3peliuTh reHEeTH-
YyecKue Borpock [1].

JAuddepeHunanbHblii 1MarHo3

Jugpgpepenyuanvuas ouaenocmuxa AHIIII nipo-
BOJUTCS C MOYEYHBIMH KHUCTAMH, COUETAHHBIMH C
TyOEpO3HBIM CKIIEPO30M M O0Jie3HbI0 Xurmels-JIuH-
Jiay, KOTOpbIE SIBIISIOTCS ayTOCOMHO-TIOMUHAHTHBIMU
HapyLIEHUSIMH.

Ipu nooospenuu na APIII] HeoOXOOUMO UCKITIO-
YUThH JIPyrHe MPUUUHBI IBYCTOPOHHEIO yBEIWYEHUs
MoYeK, TaKue Kak TuapoHedpo3, omyxonb Bumbmca,
TpOMOO3 MOYEUHBIX BEH.

B nmpaktuueckoii He(poIOruu 4acTo MPUXOIUTCS
mddepeHrpoBaTh NOMMKUCTO3 TTOUEK OT KUCTO3HOM
muciiasun nouek. Teopus «Budy (OyTon) npemnona-
raeT, YTo €CJIM 3a4aTOK MOYETOYHHKA pa3pacTaercs
B aHOMaJIbHOM MECTE€, UMEET MECTO HENpaBUIbHOE
MPOHMKHOBEHHE W MHIYKIMsI OjacteMbl MeTaHedpo-
Ha, 4TO NMPUBOAMUT K aHOMaJIbHOM movyeyHoi audde-
pennuanuu [1]. [loyeynas nucmia3us MOXKeET
pa3BHuBaThcs Ha (DOHE TSHKENOM 0OCTPYKTUBHOM ypo-
MaTUX Ha paHHEH CTaJiuu recTaliiy Kak MpU TSHKENbIX
Cllydasix ypeTpajabHbIX 3a/IHUX KJIallaHOB, TaK U B CIy-
Yyae MYJIBTMKMCTO3HOM NMCIIA3UM MOYKH, TPU KOTO-
poii 4yacTb MOYETOUYHUKA OTCYTCTBYET.

MyBTUKHCTO3HAs II0YKA — 3TO BPOXKJIEHHOE CO-
CTOSIHUE, TIPU KOTOPOM TIOYKa (haKTUUECKH 3aMelieHa
MOJHOCTBIO KUCTaMH, He (YHKLIMOHUPYET U SABISIETCSE
pe3yabTaToM aTpe3ny MOYeTOYHMKA. Pasmep mouku
MOJKET CHJIBHO BapbUpOBaTh (YacTO SBISACH MPUUH-
HOM yBEIWYEHHs )KUBOTA HOBOPOXKJIEHHOT0). YacToTa
BcrpeyaemocTu 1:2000. MynbTUKHCTO3HAs MOYKa
0OBIYHO — OIHOCTOPOHHEE MopaXkeHue, 00HapyKHBa-
eTcsl Bo BpeMsi anTeHaranbHoro Y3U. JIBycTtopoHHue
MYJIBTUKMCTO3HBIE MOYKH HECOBMECTUMBI € YKHU3HBIO.

ITpu nmoyeyHOM rUNOILIA3UU TOYKA MAJICHbKAas,
MMEET MEHbIIee KOJIMYECTBO Yalledek U HE(PPOHOB.
HeoOxoanMo oTnuyarbest OT anjasuu, MpU KOTOPOH
noyka pyauMeHTapHa. Penkas ¢opma aABycTOpOHHEMH
TUIIOTJIA3UH Ha3bIBAETCSl OJUroMeraHepoHus, Mpu
KOTOPO# KOJIMYECTBO TMIEPTPOPHUPOBAHHBIX HEQPOHOB
CHHMYKEHO.

[Touka Ack — YnMapka Takke UMEHYeTCsl cer-
MEHTapHOU runormiazuei. OTHOCUTCS K MalleHbKUM
MoYKaM, OOBIYHO BECHUT HE 0oJjiee 35 rpaMm, ¢ OJTHOM
wi Oostee TITyOOKMMU BhIEMKaMU (Keslo0Kkamu ) Ha 00-
KOBOM BBIMTYKJIOCTH, HUKE KOTOPBIX TApEHXMMa COCTO-
UT U3 TPyOOUeK, MOXOKUX Ha TAKOBBIE B LIIUTOBHUIHON
Jkesiese. bosbIIMHCTBO nanueHToB B Bo3pacte 10 jer
u OoJiee BO BpeMsl MOCTAHOBKM JAMArHO3a UMEIOT TSi-
JKEITYI0 TUTIEPTEH3HUI0, KOTOPYIO 00BIYHO Jieuar HepaIk-
TOMHUEM.

Kpurepun nuddepeHunansHOl THarHOCTUKH 1M0-
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JMKUCTO32a Mouek, pa3padoranubie K.Zerres (1996),
MpeJCcTaBieHbl B a0 3 [2].

IIporxos, jgeyeHue

TeueHne 6oe3HH MOXKET OCIOKHSITHCSI KPOBOU3IH-
SIHHEM, MH(ULIMPOBAHMUEM MITH Pa3pbIBOM KHCT. [Tpuomm-
3UTENBHO 6% KUCT OCIOXKHSAIOTCS KPOBOM3IHSIHUEM KaK
CIIe/ICTBUEM TPABMBbI, BBIMSTUMBAHUS WM KPOBOTOUMBO-
CTU CTEHKH KHUCTBI. Pe3ynsrarom paspbiBa reMopparu-
YeCKOW KHCTBI MOXKET OBbITh OKOJIONOYEYHask reMaroma.

Bosnbiioe BHUMaHue yaensieTcs posu nedexra
MOJIMIUCTHHA B JOPMUPOBAHUH HEOTUIACTUYECKUX TTPO-
neccos. [Ipeanonarator MoauduIpyomiee BIUsIHIE
Ha nporpeccupoBanue A/II1I1 uncepimonno-aenenu-
oHHoro noauMopduzma AIlD [20 — 22].

[TaumeHTsl ¢ aymocomMHo-0OMUHAHMHBIM NOJU-
KUCMO30M noYeK 4acTo UMEIOT 2 WM 3 HOpMaJbHbIX
OepeMEeHHOCTH, TIpesk/ie ueM OyneT oOHapyKeH CKpbI-
THI MONMMKKCTO3. Ecnu movednast GyHKOMs yXy/mia-
eTcs B Hayalle OEpeMEHHOCTH NalueHTKH, TO
BO3MOXKHO OBICTPOE MPOrpecCHpoBaHUE MOUYCUHOU
HeslocTaTouHocTH [23]. BHe OepemeHHOCTH yXylie-
HUE COCTOSIHUS OOBIYHO MocTeneHHoe. Jledenue noj-
nepxuarouiee. IlocnenaHsas craaus MOYEYHOU
HeJocTaTrouHoCcTH y manuenta npu AT penko
BCTpeyaeTcsi B JAETCKOM BO3pacTe, OOBIYHO pa3BHBa-
erca k 60-70 romam.

IIpu aymocommno-peyeccusnom noaukucmose
nouex NeTanbHBI UCXO0J] BO3MOXKEH Yy MJAJICHIEB B
HEOHAaTaJIbHOM MEPHUOie BCIEICTBUE JIETOYHOW WU
IIOYEYHON HENOCTATOYHOCTH. B Cilydasx yBeludeHUs
MPOIOJIKUTEILHOCTH JKU3HU JI0 HECKOJIBKUX JIET MOY-
KM C)KMMAIOTCS B pa3Mepax, TUIepPTeH3Us] CTaHOBUT-
cqa MeHee Tsbkesnol. [lonnepxxupatoliee ieueHue y
JIeTel ¢ apTepualbHOW TMIEPTEH3UEN BKIIIOUAET T'M-
MOTEH3UBHYIO TEPAIUIO. Y NMallMeHTOB, UMEIOIINX (Hro-
pO3 MevYeHH, MPOTrHO3 MOPTaJbHON THNEPTEH3UU
HeOmaronpusreH [1].

[Ipu ncxone B MovevHyr0 HEJOCTATOUYHOCTD, IO-
Ka3aHbl MAJIN3 U TIepecaKa MoyKH.
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