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BBEJEHHUE

Y oxHOI TpeTH manueHToB B Bo3zpacte S0 JIeT U crapiie B MapeHXUME I10-
4geKk GOPMUPYIOTCS PAa3IHIHBIC TI0 pa3MepaM KHCTBI, OTHOCSIIHECs, KaK MPaBHJIo,
K J00pOKa4eCTBEHHBIM 00bEMHBIM 00pa30BaHMSM, BXOISIIAM B IPYIITy KUCTO3-
HBIX 3200JI€BaHHH MTOYEK.

Kucra npeacrasiser co00il OKpYIIIyI0 3aMKHYTYIO TOJIOCTb, BBICTIIAHHYIO
W3HYTPH OTHOCIIOWHBIM STHTEIHEM H 3aIlOHEHHYIO CBOOOTHOHM JKHIKOCTBIO.
EnvHuuYHBIE W/WITM MHOKECTBEHHBIE KUCTBI (JOPMHUPYIOTCS BCIEACTBUE Je(eK-
TOB CTEHOK ITOYEUHBIX KaHAJBLEB PA3TMYHOTO MMPOUCXOKICHUS. DTHOIOTHUECKHE
(aKTOpbl pa3BUTUSI KUCT JACISATCS HAa NPUOOPETCHHBIC, BPOXKJICHHBIC, HACJe[-
CTBEHHBIE ¥ HEKOTOPBIE IpyTHE.

Kinunnyeckue nposiBIeHNsT KUCT TIOYEK MOTYT OTCYTCTBOBaTbh, M TOTJA OHU
BIIEPBBIE BBISBIIIOTCS CIyYaifHO MpH O0CIIEA0BaHUH ITAllHEHTa 110 JPYTHM IIPH-
YHHaM, @ MOTYT CO BpPEMEHEM IpOSBIATHCS OOJNISIMH B TOSICHUYHOH oOnactw,
HarHOGHHEM C TOJbEMOM TEeMIEepaTyphl Tela, MaKpo- W/HIH MHKpOTeMaTypHuel,
MOBBIIICHIEM apTEPUAILHOTO JaBJICHUS, HAPYIICHHEM YPOIMHAMUKHI M a30TOBBI-
JIETUTENILHON (DYHKIUH MOYeK. DTH OCIIOKHEHHSI HEPEIKO BBI3BIBAIOT HEOOXOIH-
MOCTb INPOBENEHHS XUPYPTUUYECKOTO BMEIIATENIbCTBA, BILIOTh 10 HE(DPIKTOMHUHU.
KucTter B moukax — 3T0, Kak IMPaBUIIO, BTOPUYHBIE T0OPOKaueCTBEHHBIE 00pa3o-
BaHUsI, HO HEKOTOPBIC U3 HUX MOTYT MAJIMTHU3UPOBATHCS U UMETh BCE NMPU3HAKU
3JI0Ka9YeCTBEHHBIX OITyXoJiei. [Jisl OLeHKN pHcKa TpaHC(HOpPMAIUU KUCT B 3JI0Ka-
YEeCTBEHHbIE HOBOOOPA30BaHMS B MPAKTHYECKON YPOJIOTHH MPUMEHSETCS KJIaCCh-
¢dukanus kuct o bocusky (1986).

B ommune ot mpocThIX KUCT MOJIMKHUCTO3HAS OOJIE3Hb, KAK OHO U3 KHCTO-
3HBIX 3200JIEBaHUI YellOBeKa, Cpasy, C PAHHETO JETCTBA, MPOSBISETCS HATMIHEM
MHOKECTBEHHBIX Pa3HOKAIMOSPHBIX KHCT B OYKAX, MEJJICHHO yBEINYHBAIOIINX-
csl B 00beMe M CIABIUBAIOMINX MOUSYHYIO MapeHxuMy. JlaHHas rpymnmna 3a0onesa-
HUI1 SIBIISIETCS TEHETUYECKH JIETEPMUHUPOBAHHOMN MATOJIOTHEH, MMEIOILECH pa3HbIe
TeHEeTHYEeCKHE BAPUAHTBI, THIThI HACIIEIOBAHUS U KIIMHUYECKYIO KapTHHY, BKIFOYa-
IOLIYIO 3HAUUTENIbHOE YBEIHMYCHNUE Pa3MEpoB 00eHX MOYEK, 3aHUMAIOIINX BCE 3a-
OPIOIIMHHOE TPOCTPAHCTBO. DTO COMPOBOXKIACTCS OOJNIEBBIM CHHIIPOMOM, MaKpO-
reMarypueil BCJIEJCTBUE pa3pbiBa KHCT B MOYEBYIO CHCTEMY, BOCHAIUTEILHBIMU
IIPOIIECCaMH C COOTBETCTBYHOIICH KIIMHUYECKON 1 TabopaTtopHoit MaHupecTamnuei
U 1a)ke 00pa30BaHUEM BTOPUYHBIX KAMHEH B JIOXaHKaxX M 4amedkax (puc. 1).

TIporpeccupyrommuii pocT KUCT TpPU TOJUKUCTO3HOH OOJE3HH MMOYEK U
CIaBJICHUE UMH ITAPSHXHUMBI TOCTENICHHO BE/ICT K PA3BUTHIO XPOHUYECKOW T10Yey-
HOW HETOCTAaTOYHOCTH, TePMUHAJIbHAS CTAAUS KOTOPOH ULl COXPAHEHHS YKH3HU
narueHTa TpedyeT MpoBeIeHHs moyeyHo-3amectuTenbHoil Teparnuu (I13T). Kpome
HETIOCPEICTBEHHOT0 00pa30BaHMsl KUCT B TOYKax, [UIS TOJUKHCTO3HOH Oomes-
HU XapakKTepHbI ¥ SKCTpapeHaJIbHbIC TMPOSBICHUS 3TOW MATOJOTHUH, B YACTHOCTH



HaJIMYKE KKUCT B TICYCHHU U MOJDKEITYI0UHON JKelle3e, aHeBPU3MbI COCY/IOB TOJIOBHO-
ro Mo3ra u 1p. TpyJHOCTH B TOCTaHOBKE JIMarHo3a U yCTAHOBJICHUN T€HETHUECKOI
MIPUPOJIBI TIOJIMKUCTO3HOW OOJIE3HU MOYEK MOTYT OBITh CBS3aHHBI C HE3HAHUEM
MAIMEeHTOM HACJEICTBEHHOTO aHaMHe3a, OTCYTCTBHEM HH(MOPMAIUN O HATHIUU
TaKUX COCTOSIHUH y OJIM3KUX POJICTBEHHUKOB.

Puc. 1. BHelIHMIA BUJI OJIMKHUCTO3HBIX [1OYEK [10 CPABHEHHUIO C HOPMAJIbHON ITOYKOM

OCHOBHBIE TIOJIXO/IbI K JICYCHHUIO TIOJIMKUCTO3HOW OOJIE3HU TIOYEK HA PAaHHHUX
JTanax BKIIOYAIOT Ha3zHAauYeHHE He(QPONPOTEKTUBHOW TEparuy, JEUEHHE OCIIOXK-
HEHHH, B YaCTHOCTH MH()EKLIMH HWKHUX MOYEBBIX IyTeH U 00OCTPEHUs XPOHHU-
YeCKOro MHEeJIOHE(PPUTa, KOPPEKIHUIO apTepHaTbHOTO AaBieHHs. [lepcriekTHBHO
IPYIION IMpernapaToB JUis JICYCHUs MOJUKHUCTO3HON OOJIE3HU TMOYEK SBIISIOTCS
AQHTarOHUCTHI Ba30NPECCHHA, KOTOPBIE TO3BOJLIIOT 3aME/UIUTh YBEIHUSHUE KHCT
B 00bEME U 3aTOPMO3UTH Pa3BUTHE TIOUYEUHON HEJJOCTATOYHOCTH.

3HaHHe OCOOCHHOCTEH 3THOJIOTHH, MaroreHesa, AupepeHIranbHON Tra-
THOCTHKH, KJIMHHYECKOH KapTUHBI U JICUCHHUs KUCTO3HBIX 00pa30oBaHUil (M MOJIHU-
KHCTO3HOM OOJIE3HM MOYEK B YACTHOCTH) OYE€Hb BKHO B MPAKTHUECKOU NIESTEIb-
HOCTH Bpaua-ypoJiora u Hedpoora.

KHUCTO3HBIE 3ABOJIEBAHUS IIOYEK
OINPEJEEHUE, KJIACCU®UKALIAS

ITouku — 3TO OpraH, CKJIOHHBIH K Haubosiee 4acToMy (OPMHUPOBAHUIO KU-
CTO3HBIX MOJIOCTEH 10 CPABHEHMIO C IPYTUMH OpraHaMH.

Kucro3nsle 3a601eBaHus I0YEK — 3TO OO0JIbIIIAs IPYIIIA BPOXKAECHHbIX, TCHE-
THYECKH O0OYCIOBICHHBIX WM MPHOOPETEHHBIX IaTOJIOTHI, OCHOBHBIM IPOSBIIE-
HHEM KOTOPBIX SIBJISIOTCS CaMU KUCThI (€IUHUYHBIC UM MHOMKECTBEHHBIC), JIOKA-
JU3YIOLIMECs B OHOW MM ABYX moukax. CoauTapHble IPOCThIE TOYEUHbIE KUCTHI
MOT'YT Pa3BUBAThCsl BHYTPUYTPOOHO MM BO3HUKATH Ha ()OHE TEUEHHS CaMBIX Pa3-
HBIX 3200J7€BaHNH, OOHAPYKUBATHCS B MIIAJICHUECTBE, AETCTBE M MOIPOCTKOBOM
BO3pacTe, a y B3POCIBIX NMPOSIBIATHCS PA3IMUYHBIMU OCIOKHEHHAMHU. HekoTopbie
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KHCTO3HBIC 3200JIEBaHMS [TOYEK MOTYT OBITh OIACHBI JUIS JKU3HH, MOTYT TIpOrpec-
CUpOBATH 10 XpoHu4Ieckoi Oone3nu nmovek (XBIT), Tpedyromieii I13T.

Kucra moukn — 310 maronorundeckoe o0pa3oBaHUE OKPYIIOH (HopMEI, 3a-
MIOJTHEHHOE KHUIKOCTBIO, IMEIOIIee COeNMHATEIBHOTKAHHYIO 000JIOUKY (Karcyiy),
KOTOpast OTAEISIET €€ OT OKPY’>KAOIIEH TTOYeTHON TKaHMU.

B HacTosiiiee BpeMs He CyIIecTByeT OOIICIPUHATON KiTacCH(PUKAIIMU KUCTO-
3HBIX 3a00JIEBaHUI [TOYEK, KOTOpasi ObI MO3BOJISLIA YIIOPSJOUYUTE BCE TPYIIIBI BBI-
nIeyka3aHHbIX 3a001eBaHui. OlHA U3 TAKUX CIIOXKHBIX JUTSI BOCIIPUSITHS KITacCu(pH-
Kaluii, BKIFOYAIOIIas KIMHHYECKHE, MOP(HOIOTHIECKUE H TeHETUUSCKHE JaHHbIe,
npezacrasnena B cnpaBounnke «The Kidney» nox pemakimeii Brenner & Rector’s
B maBe 45 «Cystic Diseases of the Kidney».

Knaccugukariys KNCTO3HBIX 3a00I€BaHMI TTOYCK:

1. AyTOCOMHO-IOMHHAHTHAsI OJIMKKUCTO3HAs 00Je3Hb moyek (AJIITBIT).

2. AyTOCOMHO-peIeCCUBHAS MMOJUKHCTO3HAs 00e3Hb nmouek (APIIBIT).

3. [TonukKuCTO3HBIC 3a00JCBAHUS IMOYCK W/WIM TeueHH (MyTallud T'eHOB
PRKCSH, SEC63, GANAB, ALG8, SEC61B, DNAJBI11).

4. TybGepo3HBI CKIEPO3.

5. Cuanpom ['unmens—Jlunnay.

6. CemeifHbIe TaMapTOMBI TIOYEK, CBSI3aHHBIE C TUTIEPIIAPATHPEO30M — CHH-
JIPOMOM OITyXOJIH YEITIOCTH.

7. Hedpomnarus, cBs3aHHas ¢ sIEPHBIM (DAKTOPOM T€MaTOUTORB- 1 3.

8. OpodarrouruTanbHbIi CHHIPOM.

9. AyTOCOMHO-/TOMUHAHTHAsI TYOYJIOMHTEPCTHIIHAIbHAS 00JIC3Hb.

10. HacneacTBeHHbIE pELIECCHBHBIE LIJIMONATUH C HWHTEPCTUIHAIBHBIM
He(PUTOM W/WITA KHCTAMHU:

— HepoHOPTHU3;

— cunapom XKybepa;

— cunapoM Mexkkens—I pyoepa;

— cunapom bapne—buns;

— cuHApoM AnbeTpéMma;

— BapHaHThI HEPPOHOPTH3A, CBsI3aHHBIC C JeeKTaMU CKelieTa (CKEeJIeTHBIC
[JTAOTIATHH).

11. Iloyeunsle KUCTO3HBIC AUCIUIA3UU, B TOM YMCIIE€ MYJIBTUKHUCTO3HAS JAMC-
TUIA3HSI TIOYeK.

12. Jlpyrue KMCTO3HBIC 3a00JICBAHUS TIOUCK:

— MPOCTHIE KUCTHI;

— JIOKQJIN30BaHHASI WIIK OJJHOCTOPOHHSISI KUCTO3HAsI 00JI€3HB MOYEK;

— MeyJUISIpHAs Ty0JaTas movKa;

— MpHOOpETEHHAs! KUCTO3HAsl 00JI€3HB MOYEK.



13. Kucro3Hble HOBOOOPa30BaHUs IIOYEK:

— KHCTO3HBIH TOYEYHO-KIIETOUHBIH paK;

— MHOTOKaMepHasi KUCTO3Has HepoMa,

— KUCTO3Has 4acTHuHO auhepeHImpoBaHHas HepoOiacToma;

— CMElIaHHas 3UTENNAIbHO-CTPOMAIIbHASL OITyXOJIb.

14. KucTbl HETYOYISIPHOTO MIPOUCXOXKICHNUS:

— KHCTBI TOYCYHOTO CHHYCA;

— NepUpeHaIbHble TUM(BaHTHOMBI;

— CyOKarIiCynsipHbIC U ITapapeHaIbHBIC YPUHOMBI.

15. TInenoyanieykoBbie KMUCThI (JUBEPTUKYIT YAIICUKH, YAIlICUKOBBIA JTUBEP-
THUKYII).

Knaccudpukanmst KHCTO3HBIX 3a00NEBaHMI IMOYEK B  COOTBETCTBUH
¢ MextyHapoTHOM CTaTHCTHUYECKOH Kitaccudukaiued 6onesHeit u npobiem, cBsi-
3aHHBIX CO 37I0POBBEM, jiecsaToro nepecmorpa (MKB-10):

N28 Hpyrue Oone3HH MOYKM M MOUYETOUHHKA, HE KJIACCU(PUIMPOBAHHBIC

B JIPYTHX pyOpHKax

N28.1 Kucra nouky, npuodpeTeHHas
Kucra (npuobpeTenHast) (MHOXKeCTBEHHAsI) (OMHOYHAS) IOYKH ITPHOOpe-
TCHHas
Q61 Kucro3nas 6oie3Hb TOYEK
Q61.0 BpokieHHast OJMHOYHAS KACTA MTOYKH
BpoxeHHas KUCTa TIOYKH (OIMHOYHAS )
Q61.1 ITonuKKUCTO3 MOYKH ayTOCOMHO-PELIECCUBHBIH
ITonMKUCTO3 MOYKH, TETCKHI THIT
Q61.2 ITonmuKKUCTO3 MOYKH ayTOCOMHO-JOMUHAHTHBIN
[TonuKMCTO3 TTOYKH, THI B3POCIIBIX
Q61.3 ITonmuKKUCTO3 MOYKHY HEYTOUHEHHBIH
Q61.4 lucrura3us MoYKu
MynbsTUKHCTO3HAS:
— IUCIUTACTUYECKAask TIOUKa
— 1o4Ka (HapyIIeHUe pa3BUTHSL)
— 00JIe3HB MOYEK
— MOYCYHAsT AUCILIA3HS
Q61.5 MeaymisipHBIi KHCTO3 TIOYKH
I'y6uarocts nouxu bJIY*
Q61.8 JIpyrue KMCTO3HBIC OOJIC3HHU TTOUYCK
DubpoKUCTO3:
— TTOYKH
— Io4eyHast iereHepanus win 00ie3Hb

* B/IY — 0e3 IONMONHHUTENBHBIX (JaJbHEHIINX) yTOUHEHUH, SBISCTCS PaBHOZHAYHBIM
TEepPMHUHAM «HEYTOUHEHHBII» U «HEOIPEISICHHBII.
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Q61.9 Kucrosnast 6051€3Hb OUEK HEYyTOUHEHHAs!
Cunanpom Mekxkens—I pyOepa.

B HOBoIi MexlyHapo#HOH CTaTUCTUYECKOH Kiaccudukanuu Oone3Hei
omunaHaANaToro nepecmorpa (MKB-11) kucTo3HbIe, WM AUCIUIACTUYCCKHE, 00-
JIC3HU TOYCK IIPEACTABICHBI B MHOM BUJIC:

GB80 Hecemelinas HereHeTHUESCKAsl KHCTO3HAST OOJIE3HB TOYEK

GB80.0 IMpocras kucra nouek (kucra I kinacca o bocHsiky)
GB80.1 Cnoxnas kucra modek (kucta [[-1V kmacca mo bocusky)
GB80.1 INoxkancynsipHas WM HepUpeHalbHas ypUHOMA

LB30 CrpykTypHbBIE aHOMAJIUU Pa3BUTHS MTOYEK

LB30.8 MenymnsapHas ryouaras nouxa
LB30.9 MynsrukucTo3HasI MOYeYHast AUCTIIA3Us
GB81 AyTOoCOMHO-ZIOMHHAHTHAS TTOJIMKUCTO3HAsE OOJIE3HB TIOUEK
GB82 AyTocoMHO-IOMHHAHTHAS TYOYIOMHTEPCTUIIMATIbHAS O0JIC3HB
LB30.8 MenymnsapHas ryouaras nouxa
GB83 Hedponodrus
LD2D.2 Tyb6epo3Hsiii ckiiepo3 (6one3nb bypHeBuis)
LD2F.15 Cuanpom Hynau
LD2F.13 Cunapom Mexkkens—I pybepa
LD24.B1 Topakoacdukruueckas AucTpodus
LB30.9 MynbTHKHCTO3HAS ITOYeYHAs AUCIUIA3US

GB81Y AytocomMHO-perieccHBHAsI MOJIMKUCTO3HAS 00JIE3Hb ITOYEK

GBS81Y IIpuoOpereHHas ypeMudeckasi KUCTO3Hast OOJIE3Hb TIOYKH.

Kaxnass HO30/mOrH4eckass eIMHUIA KUCTO3HBIX 3a00JIEBaHUN ITOYEK HMe-
€T CBOM OCOOCHHOCTH M KIMHHYECKHE MPOSBICHHS, KOTOPbIC HEOOXOANMO 3HATh
u 1udGepeHIMpoBaTh OT IPYTUX COCTOSHHIA.

KucTsl B moYkax MpeCTaBiIsIOT co00if, Kak MpaBmIIo, 10OPOKA4eCTBEHHBIC
00pa3oBaHusl, HO HEKOTOPBIE U3 HUX MOTYT UMETh NPH3HAKH MAJTUTHU3ANN H TH-
IIMYHBIX 3JI0KA4eCTBEHHBIX HOBOOOpa3oBaHMil. J[1s olleHKH prcka TpaHChopMa-
UM KHCT B 3JI0KaYE€CTBEHHBIE OIMYyXOJIM MPUMEHSETCS KJIACCU(PHUKAIHMS KHCT 10
BocHsiky. OHa O3BOJISIET Pa3eIATh KHCTHI TOYCK MO PE3yIbTaTaM KOMITBIOTCPHOM
tomorpaduu (KT) nnm maruuTHO-pe3oHancHo Tomorpaduu (MPT) Ha kiacchl o
CTCIICHH MX BO3MOXKHOI MaJIMTHH3AIMH.

Knaccnonkanust Kuct no bocHsiky

Knaccudukanuss HasBana B uecTh paauonora MoproHa A. bocHska
(Morton A. Bosniak) (13.11.1929-07.09.2016), KoTOpbIii €€ MPEIIOKHUIT BIICPBhIC
B 1986 rony. bbuto ony0n1nkoBaHO HECKOJILKO OOHOBJICHUH 3TOW KilacCH(UKAIINY,
nocienHee — B 2019 romy, U B HEM OTHEIHHO TpeacTaBieHsl kputepun st KT
u MPT, a xareropuu 3aMeHeHbI Ha KJiiacchl (Tadu. 1).



Tabnuya 1

Knaccudpukanus kuer no bocusiky (2019)

Knace OnpejiesieHue Kpurepuu
M TAKTHKA BeJeHUs KT MPT
I JlobpokavecTBeHHAs 1. YeTko oTrpaHnueHHAas, 1. YeTko oTrpaHnueHHAs,

MPOCTast KUCTa,
He TpeOyrommas
JIHHAMH-

YECKOIr0 HaOJIIOIECHUS

€ TOHKOH (< 2 MM) ITagKoi
CTEHKOH.

2. T'omorenHoe coyepxu-
MO€ IIOTHOCTBIO OT —9 10

20 Hu*.

3. He comepxuT neperopoaok
WIN 0OBI3BECTBICHHH.

4. CTeHka MOKeT HaKaIllu-
BaTh KOHTPACTHOE BEIL[ECTBO

¢ TOHKOH (< 2 MM) I1az-
KOM CTEHKOI.

2. TomorenHoe conepxu-
MOE C TaKO#i K€ HHTEH-
CHBHOCTBIO CHTHAJIA,
KaK y CIMHHOMO3T0BOI
JKUJIKOCTH.

3. He conepxur nepe-
TOPOZIOK MITH OOBI3BECT-
BIICHUH.

4. CTeHKa MOKET HaKa-
IUIHBATH KOHTPACTHOE
BEIIECTBO
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JloGpokadecTBeHHas
KHCTa, He Tpebyro-
1ast JUHaMHUYECKOro
HabmoneHns (Bepo-
SITHEE BCEro, 106po-
Ka4eCTBCHHAs KHCTa
Bocusik 11, He TpeOy-
o1mas JHHaAMHUYECKOTO
HaOITIOICHYIS)

Bce KUCTBI 4ETKO OTrpaHH-
YEHHBIE, C IIAJIKON CTCHKON
TOJILMHOM < 2 MM. BapuaHTbl
CTPOCHHS:

1. KucrozHoe obpaszoBanue ¢
HECKOIBKUMH (1-3) TOHKHMEI
MePEropoaKaMH:

— MIEPErOPOIKH U CTEHKA MO-
IyT HAKaIUIMBaTh KOHTPACT-
HOE BEIIECTBO;

— MOTYT OBITh OOBI3BECTBJIC-
HUs TI000ro TUma**.

2. I'oMOreHHO€e runepIioTHOe
(> 70 Hu*) o6pasoBanue mpu
HaruHoit KT.

3. 'omorenHoe 6e3 HaKoILIe-
HUsI KOHTPACTHOTO BEILECTBA
00pa3oBaHKe IOTHOCTHIO
Boie 20 Hu*; moxker
comepxKaTh OOBI3BECTBICHUS
modoro tuma**.

4. I'omorenHoe obpazoBaHHe
IUIOTHOCTEIO OT —9 10 20 Hu*
npu HatuBHOM KT.

5. TomorenHoe obpa3zoBanue
MI0THOCTHIO 0T 21 10 30 Hu*
B nopraibuyio ¢pazy KT.

6. [OMOreHHOE HU3KOIUIOTHOE
00pa3oBaHue, KOTOPOE CIIUII-
KOM MeJTKOe JUisi 00bEKTUBHOM
OLICHKH

Bce kuCTBI 4eTKo oTrpa-
HUYCHHBIE, C TIIAJKOMN
CTEHKOM TOJIILIMHOMN

<2 mMm. BapuanTer cTpo-
CHUSL:

1. Kucto3noe obpa3zosa-
HUe ¢ HecKombKkumH (1-3)
TOHKHMH TI€PErOpOIKaMH:
— [IEPErOPOJIKU U CTEHKA
MOTYT HaKarnBaTh
KOHTPACTHOE BEIL[ECTBO;
— MeperopojKa He HaKar-
JIMBaET KOHTPACTHOE
BEIIECTBO;

— MOTYT OBITh OOBI3BECT-
BIICHUS JTF000TO THMa™*,
2. T'omorenHoe o6pa3oBa-
HHE, TUIIEPHHTEHCHBHOE
Ha T2 BII*** (¢ takoit
K€ HHTCHCHBHOCTBIO
CHT'HAJIA, KaK y CIIMHHO-
MO3TOBO# JKHJIKOCTH) Ha
OECKOHTPACTHBIX CKaHAX.
3. l'omorenHoe oOpazoBa-
HHE, TUIIEPUHTEHCUBHOE
na T1 BU*** (mpumepro
B 2,5 pa3a BblIllIE CUTHAJIA
OT HOPMAJILHOH NapeHXu-
MbI) Ha OECKOHTPACTHBIX
CKaHax




OxkoHuaHnue maon. 1

Kanace Onpenenenne Kpunrepun
¥ TAKTHKA BeleHUs KT MPT
IIF | BosbIIMHCTBO 3THX Kucro3noe obpa3oBanue: Bapuanrsr:
KHCT 100pPOKa4eCTBEH- |— C TIAJAKKUMU, MUHUMAJIbHO 1. Kucro3noe o6pa3o-
Hble. Ecii mpoucXomur | yToimeHHbIMA (3 MM), BaHHE:
MX MaJUTHU3ALMS, HaKaIUIMBAKOIMMH KOHTPACT- | — C NIAJKUMH, MUHUMAJIb-
IIOYTH y BCeX HAOIIIO/Ia- | HOE BEIECTBO CTEHKAMHU; HO YTOJIIEHHBIMH (3 MM),
€TCSl MEUICHHBII POCT. | — C IIQJAKUMH, MHUHIMAIbHO | HAKATIMBAIOLMMH
TpeOyroT TuHAMHUYe- YTOJIICHHBIMH (3 MM), KOHTPACTHOE BEIECTBO
CKOTO HaOMIOICHNS HaKaIUIMBAKOIIMMH KOHTPACT- | CTEHKAMHU;
gepe3 6 1 12 Mecs1eB, | HOE BEIECTBO IEPeropo- — C IVIQIKUMH, MUHH-
a 3aTeM e)KEroIHO Kamu; MaJbHO yTOJIIEHHBIMH
B TEUCHHE 5 JIeT — CO MHOXECTBOM (> 4) (3 MM) HaKarUIMBAKOIINMHU
IIaJIKUX, TOHKHX (< 2 MM), KOHTPACTHOE BEILECTBO
HaKaIUIMBAIOIIUX KOHTPACT- | IEPEropoaKaMu;
HOE BEIIECTBO MEPErOPOAOK | — CO MHOKECTBOM (> 4)
DIaJKNX, TOHKHX (< 2 MM),
HaKaIUIMBAOLIIX
KOHTPACTHOE BEILIECTBO
TIEPETOPOIOK.
2. KucrozHoe o6pa3zo-
BaHHUE, HEOJHOPOIHO
TMIEPUHTEHCUBHOE Ha
OECKOHTPACTHBIX CKaHAX
C JKHPOIIO/IaBIICHUEM
T1 BU***
III | Kucter umeror nmpome- | OnHa nmm Gonee cteHok min | OxHa uiam Gornee CTEHOK
JKYTOUHYIO BEpOSIT- MIePEropoIoK: WM TIEPETrOPOJIOK:
HOCTh MaJIMTHHU3AIMY, | — HAKAIUIMBAOIIMX KOHTPACT- | — HAKAIUTMBAFOIIAX
TpeOyeTcs KOHCYJIbTa- | HOE BEIIECTBO (TONIINHON KOHTPACTHOE BEIIECTBO
s ypoiora >4 Mm); (TonmmHOM > 4 MM);
— HaKaIUIMBAIOIIUX He- — HaKaIUIMBAIOIHUX
paBHOMEPHO KOHTPACTHOE HEPaBHOMEPHO KOHTPACT-
BEIIECTBO (TONMMIMHON < 3 MM, | HOE BEIIECTBO (TOMIIMHON
COJIEpIKAIINX BBICTYII C TYIBI- | < 3 MM), COIEPIKAIINX BbI-
MU KpasiMH) CTYII C TYIBIMHU TPaHUIIAME
IV | Kuctel uMerot OpuH WIN HECKOIBKO HaKa- OpuH WIN HECKOJIBKO Ha-
6onbryto (10 90 %) IUIMBAIOIINX KOHTPACTHOE KaIIMBAIOIIMX KOHTPACT-
BEPOSITHOCTh MaJIUT- BEIIECTBO Y3€JIKOB B CTEHKE | HOE BELIECTBO Y3€JIKOB B
HH3aluH, Tpedyercs WM TIEPErOPOJIKE: CTEHKE WJIH TIePeropoJIKe:
KOHCYJIBTALMS yPOJIOTa | — BBICTYIBI > 4 MM TOJIIMHOI | — BBICTYIIBI > 4 MM TOJI-
C TYIBIMH KPasiMH; IIXHOMU C TYIBIMH KPasMHU;
— BBICTYIIBI JTFOOOTO pa3Mepa, | — BBICTYIIBI JIFO0OTO pasme-
HO C OCTPBIMH KpasiMH pa, HO C OCTPBIMU KpasMu

* Hu — exuauns! XayHChuiaa.
** Ecni 00pa3oBaHKUe ¢ MACCHBHBIMU TOJICTBIMU MITH y3€JIKOBBIMH OOBI3BECTBICHHUAMM,

TO JIyH4IlIE TPOBOAUTH €TI0 OLIEHKY ¢ momouibio MPT.
*#% BY — B3BeLIEHHOE N300paXKeHHe.



MEXAHHU3MbI ®OPMUPOBAHMSI KUCT

OTHoNOrn4YecKne PaKTopbl MOSBICHHUS KUCTHI TTOYEK:

1. AHOManMH pa3BUTHS MTOYEK — MYJIBTHKHCTO3HAS ITOYEUHAsT AUCTIIa3HsI.

2. Hacnencrsennsle 3a6oneBanust nouek — AJIIIBIT u APIIBII, Hedpono-
(TH3, ayTOCOMHO-IOMUHAHTHAS TYyOyJIOMHTEPCTUIIMATIbHAS 00JIC3Hb, TIIOMEPYJI0-
KHCTO3HAs 00JIe3Hb.

3. CuctemHble 3a00J1€BaHUS C COMYTCTBYIOIIUMH KHUCTaMH IOYEK — CHH-
npom I'unnens—JInHnay, Ty0epo3HbIi CKIIEpO3.

4. IlprnoOpeTeHHbIE COCTOSHUS — MPOCTBIE KHCTHI, IPUOOPETEHHAS! KHCTO3-
Hast 00JIe3Hb TI0UeK, MEAy/UIIpHas Ty0uaTas IouKa.

5. 3710KaueCTBEHHBIC HOBOOOPA30BAHUS — MOYCUHO-KICTOYHBIH paK.

ITepBUYHBIE TPOCTHIE KMUCTHI PA3BUBAIOTCS U3 OTACIBHBIX CETMEHTOB MOYEY-
HBIX KaHAJIBIEB M COCTOST M3 CIIOSl SIHUTEIHAIBHBIX KIETOK, YACTHIHO TOTEPSIB-
mux auddepeHnnanuio, o6pasyonmx MOJIO0CTh, 3al0JHEHHYI0 MOUYENOJ00HBIM
JKHIKUM FUTH TIOJTyTBEP/BIM BellecTBOM. OHHM MOTYT pa3BHBAThCS B JIIOOOM cer-
MEHTE — OT IPOKCUMAJIBHOIO KaHaJIblla 10 cOOMPATEeIbHON TPYOOUKH — B 3aBU-
CHMOCTH OT XapaKTepa OCHOBHOTO 3a00seBaHus. JJOCTHTHYB pazMepa HeCKOIBKIX
MWJITUMETPOB, OOJBIIMHCTBO KUCT TEPSIOT PUKPEIUICHUE K POAUTEILCKOMY Cer-
MEHTY KaHaJIbIIEB M CMEIIAIOTCSl B UHTEPCTUIHAIEHOE TPOCTPAHCTBO.

IMaropusuonoruyeckue MpoLEecchl, CIOCOOCTBYIOUIME PA3BUTHIO SIUTEINU-
QIBHBIX KHCT, BKIFOYAIOT:

— HapylIeHHEe CIIOCOOHOCTH MUTEIHANbHBIX KJIETOK K CO3IaHHIO U MOAep-
JKaHUIO HOPMAJIBHOTO TMaMeTpa KaHaJIbLEeB WIN COOMPATENbHBIX TPYyOOUeK;

— n30bITOYHAs TIposHdepaus SMUTETHATBHBIX KIETOK;

— aKTHBHBIN TPAHCIIOPT KUAKOCTH M HATPUs B (POPMHUPYIOIIYIOCS KHCTY;

— HapyIlICHHE B3aUMOJCHCTBUS MEXJy SIHUTEINAIbHBIMU KIETKAMU M HH-
TePCTUIHATBEHBIME Makpodaramu, a Takke MEXIy SUTETHATLHBIMHA KIETKaMU
Y BHEKJICTOYHBIM MAaTPUKCOM.

KHCTBI TOYeK MOTYT paccMaTpHBaThCS Kak J00pOKaueCTBEHHBIE HOBOOOpa-
30BaHMs, BO3HUKAIOIINE M3 OTJCIBHBIX KJICTOK MJIM OTPAaHUYCHHBIX CErMEHTOB
KaHaJbLEB MOYKH. [109TOMy MpOLECcChl, CTUMYIHPYIONINE KIETKH KaHAIBIIEBOTO
SMUTENINS K Iponudepanuy, Hapsy ¢ HECIIOCOOHOCTBIO MOJAEPKUBATh MO3UIIU-
OHHYIO TIOJISIPHOCTD AMUTEIHAIBHBIX KJIETOK, MOTEHIIHAIEHO IIPHBOJIST K H3MEHe-
HUIO CHOTHUIIA HA KKUCTO3HBIN» ¥ (DOPMUPOBAHUIO KHCT.

AHomanbHas iponugeparys AUTEHs KaHaIbLEeB (PUC. 2) HAYUHACTCS B OJ1-
HOH KJIETKE TOCJIe U3MEHEHUsI (DYHKIIMY HOPMAJILHOTO aJulelisl WIIM €CJIU YPOBEHb
MOJIMIMCTHHA KaK PEryJsaTopa aare3ud 1 1uhGepeHIMPOBKH SUTENHATBHBIX KIETOK
KaHaJIbLIEB OILyCKAeTCsI HIDKE ONPEAEIEHHOro II0pOoroBoro 3HayeHus. [loBTropHble
IIUKITBI POJTH(EpaIivy KIETOK IIPUBOAT K PACIIMPEHHIO CTEHKH KaHAJIbIA C BBIIITIH-
BaHUEM U (POPMUPOBAHHEM KHCTbIL. DIHUTEINH (POPMHUPYIOLIEHCS KHCTHI OTBETCTBEHEH
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3a yTojeHne 0a3aabHONH MEeMOpaHbI IPUIICTAIONINX KaHAIBIIEB U MUTPALIMIO BOCIA-
JIUTENIBHBIX KJIETOK B MHTEPCTULMH. KUCTO3HBIN CerMEeHT B KOHEYHOM UTOTE OTJIeNs-
€TCsl OT UCXOIHOTO KaHaJIblia, 1 00pa3yeTcs YucTas SIuTeIraibHas Tkanb, Cekpenus
JKHIKOCTH STIHTENEM KHCTBI 00SCIIeYHBAET €€ CKOIUICHHE BHYTPH TOJIOCTH KUCTHI.

—— CoBuparensHas TpyGoyka
MMpokcumantHe i kaHaney
KnyBouek
&
NetnaTerne —
y'llnlll\elll“ﬂl s naas
WexogHeli kaHaney, Hopmanehan sevbpana

Mzonuposanman GazaneHan Memdpasa

| KWCTa

c
/_ (’ anmnhwe//

CekpeTvpyemas KNETKH

bl . KneTiu B cocTonHum
MUTD33 hy
O ’ MNepeonavanshan

® o

WMonouur  WHTepcTrumantHii
ubpos

Puc. 2. DopMUpOBaHUE KUCTHI U3 ITOYEUHbIX KaHAJIbLIEB

I1OJIMKUCTO3HASI BOJIE3Hb ITOYEK

Ionukucro3Has 00ne3Hb MOYEK — HACJIEACTBEHHOE 3a00/IeBaHNe, XapaKTe-
pu3yromeecs: HaIMYHeM KUCT B 00eHX IOYeK. DTO COCTOSIHUE, B LIEJIOM, Pa3/IelsioT
Ha 2 ¢opmsl (7 renernueckux BapuantoB): AJIIIBIT u APIIBII.
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Opnnaxko ciienyer oOparuts BHUMaHue, yto AJIITBIT panee Oblia u3BecTHa
KaK ITOJIMKHUCTO3 MOYKH, B3pocibiid Trrl, a APIIBII — xak monukucTo3 mouku, Aet-
CKHUH THII, HO 3TH TEPMUHBI HE SBJISIFOTCS B ITOJTHOM MEpE TOYHBIMHU.

IeneTnyeckue BapuaHTHI MTOJIUKUCTO3HON OONIE3HH MMOYEK 10 TAHHBIM 0a3bl
«MeHzenesckoe HacienoBaHue y uenoBeka» (Mendelian Inheritance in Man,
MIM) nipesncraBieHst B Ta0. 2.

Tabnuya 2
I'eHeTHYecKkHe BApHAHTHI MOJUKHCTO3HOI 00JIe3HH MOYEK
Tun | ®enornn MIM Ten Jlokanuzauus | Tewn MIM | Tun HacjiexoBanus
1 173900 PKD1 16p13.3 601313 ALl*
2 613095 PKD2 4q22.1 173910 ALT*
3 600666 GANAB 11q12.3 104160 ALT*
4 263200 PKHD1 6pl12.3-p12.2 606702 AP**
5 617610 DZIP1L 3q22.3 617570 AP**
6 618061 DNAJBI1 3q27.3 611341 ALT*
7 620056 ALGS 13q13.3 604565 ALT*

* AYTOCOMHO-IOMHUHAHTHBII.
** AyTOCOMHO-PEICCCUBHBIN.

AYTOCOMHO-JOMUWHAHTHAS
MNOJUKNCTO3HAS BOJIE3Hb TOYEK

OHPE}I[EJ'[EHI/IE, 3THUOJIOTUSA, IIATOTEHE3

AJITIBIT sinsieTcst Hanbouiee 4acToi reneTuyeckoit npuanHoit XbITy B3poc-
IbIX, OHa JuarHocrupyercs y 8—10 % Bcex mauueHnrtoB, Haxoasmuxcs Ha I13T,
B 3aBHCHUMOCTH OT PETHOHA U SIBISIETCSI YETBEPTOM MO PACTIPOCTPAHEHHOCTH TIPH-
YMHOM pa3Butus 5-i cranuun XbII.

AJTIBIT siBnsieTcss MOHOTEHHO HACIIEAyeMbIM 3a00JIeBaHHEM C YacTOTON
1 :400-1000, ©e3 pacoBbIX M IOJIOBBIX Pa3IMYUil IO PACHPOCTPAHEHHOCTH.
VYV 90 % manmentoB ¢ AJIIIBIT umeercst cemeiinpiii anamues, y 10 % marueHToB
3TO 3a00JIeBaHNE BO3HMKAET KaK CJIEICTBUE HOBBIX MyTauuil B rerax. Ha puc. 3
Mpe/ICTaBIeHa CXeMa HacJIeOBaHHsl JOMUHAHTHOW (hOPMBI MOJIMKUCTO3a TIOYEK.
CuuTaercsl, 4YTo BEPOSTHOCTh POXKICHUS OOJIBHOIO pebeHKa B CeMbe, IIe OJUH U3
ponureneit 6onen, cocrasisiet 50 %.

AJTIBIT — 310 cucremMHoe 3a00JIeBaHNE, HO OHO UMEET 0YaroBYIO HKCIIpec-
curo — MeHee | % He(pOHOB CTAHOBATCS KUCTO3HBIMH. [Ipu 3TOM 3a0071€BaHUU
Ka)kJasl KJIEeTKa KaHAJIbIIEBOIO SIUTENIUS 3apOABILIEBON JIMHUU COAEPXKUT MyTa-
U0, HO JIMIIb B HEOOJBIION YacTH KaHAJIbLIEB HAUMHAIOT (DOPMHUPOBATHCS U Pa3-
BUBATbCSL KUCTBHI I10YEK.



[ 3popossie
. Bonbhbie
g [ 1 ]

Puc. 3. Cxema HACIEIOBAHUS JOMUHAHTHON (POPMBI TIOTHKHUCTO3a MOUECK

B nacrosiiiee Bpemst cuuTaeTcs, 4To KIETKHU 3alUIIeHbI ajlJIesieM, YHacIe/10-
BaHHBIM OT poauresst 6e3 AJITIBII. Korna sToT ayiens B OMMHOYHON KJIETKE DIIH-
TEJIUSI TIOYETHOTO KaHAIIbIa HHAKTUBHPYETCsI (HaIpuMep, MyTalunei), oTa KieTka
MHOTOKPATHO AEIUTCA 10 TeX 0P, OKa He CHOPMHUPYETCS KUCTA, [IPU ITOM 3aIly-
cKaeMasl [TaToJIOTHYeCKas IIPOrpaMMa BBI3BIBAET UX OSCKOHTPOJIBHOE YBEINUCHNE
u poct. Cumuraercs, uto TsxecTs AJIIIBII ABngeTCA NPAMBIM CIEACTBUEM MHO-
TOKpPaTHOTO MOBTOPEHMSI B TeUEHHE BCEH JKM3HM MalMeHTa 3TOTo Ipolecca 00-
Pa30BaHUsI KUCT, KOTOPbIM BO3HUKAET B MOYKaX. | UIEPIIIaCTUYECKUE KIETKH BbI-
3bIBAlOT BBHIIISTYMBAHUE CTEHKH KaHAIBIIEB C 00pa30BaHHEM MEIIOTYATOH KHUCTHI,
KOTOpasl 3alojHAETCS KUIKOCTBIO, IOJIy4eHHOH M3 KiIyOOukoBOro (HibTpara,
MIOCTYTAIOIIET0 U3 MPOKCHUMAJIbHBIX KaHajblieB. [Iporpeccupyroiiee pacmupenue
B KOHEYHOM HUTOT€ IIPUBOAUT K OTJEJICHUIO OONBIIMHCTBA BO3HUKAIOIIUX KUCT OT
POIUTENBCKUX KaHAIbLEB, HOPMUPYS H30IUPOBAHHYIO KHCTY, KOTOPAst 3aIIOIHSET-
Cs1 KMJKOCTBIO 3a CUET €€ CEKPELUH dNUTENneEM (puc. 4).

OTa U30JIMPOBAaHHAS KHUCTA MIOCTOSHHO YBEJIIMUUBACTCS B 00BEME B pPe3yIbTa-
Te NpojosIKaroLIencs npoaudepanuy IPUCTEHOYHOTO IMUTENUS BMECTE € CeKpe-
LUEH XJIOPHUIa HATPUS U BOJIBI B ITPOCBET KHUCTHI, BHI3bIBAS N3MEHEHUS TIOUYEUHOTO
UHTEPCTULMSA, MPOSBIAIOIINECS YTONIIEHUEM U PAcCIOCHHEM Oa3albHBIX MEM-
OpaH KaHaJbIEB, HHPUIbTpaIHeil Makpo(aroB U HEOBACKYJISIpU3AIHCH.

®ubpo3 WHTEpCTUIMA HauyWMHACTCS Yyxke Ha paHHux cragusx AJIITBIT.
[Mponudepanns KIETOK U CEKPELHs KHUIKOCTH MOXKET YCKOPATHCS IUKIMIECKUM
aneHo3uHMoHOo(pocharoM (HAM®) 1 HeKOTOpbIMHU (haKTOpaMu POCTa, TAKMMH KaK
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snuAepManbHblil dakrop pocta. TakuM 00pa3oM, KUCTbl (YHKIHUOHHPYIOT Kak
ABTOHOMHBIE CTPYKTYPBI I OTBETCTBEHHBI 3a IIPOTPECCHPYIONIEE yBEIHMUCHHE TI0-
gek npu AJITTBIL.

Hakonnenue
KUAKOCTU

KnownanbHas nponndepaumna

3MNUTEIMOLMTOB, NPUBOAALLAA K

AUNATALUM KaHaNbLEB U
06pa3oBaHuIo KUCT

Bce knetku BropuuHble
3apop,blu.leaoﬁ NINHUU comaruyeckme
HECYT COOTBETCTBYIOWYIO MyTaymio  MyTaumm (10%)

Puc. 4. CDOpMI/IpOBaHHe KHUCTBI IpH ayTOCOMHO—I[OMHHaHTHOﬁ TOJIMKUCTO3HOM 00JIE3HH MOYEK

IIpumepno y 8590 % naunenro ¢ AJIIIBII BeisBISAIOTCA MyTauuu reHa
PKDI, pacrnojoXeHHOr0 Ha KOPOTKOM Iuteue 16-i xpomocoMsl. bonbImas yacth
ocrasmuxcs 10-15 % cmyqgaes AJIIIBII Bei3Bana mytanusamu resa PKD2, koto-
PBIil pacnosioxkeH Ha JUIMHHOM Iuiede 4-i xpoMocoMbl. OcTallbHble TeHETHUECKHE
BapuanTbl AJIITBIT (cm. Tabm. 2) Betpeuarorcs ropasio pexe. Ha puc. 5 nmpeacras-
JIeHbI 00€ XPOMOCOMBI U A€()EKTHBIE T€HBI, IPOAYLHUPYIOLINE HOJIULUCTHHBI, UTPa-
IOIINE MTYCKOBYIO POJIb B (JOPMHUPOBAHUH KUCTO3HBIX 00pa30BaHMUII B TIOUKE.

PHDZ

2 34 56

PRSI 141515

Intron-exor
sequences

Proposed structures for Polycystin 1

and Polycystin 2 proteins

e Polyyrimicing tract

1 Cysleine-rich lanking region p
2 Leucine-nicn repeat

3 PKDL domain (lg-like)

4 C-lectin-like domain

5 LOL recaptor-like domain
& REJ module

7 PEST sequence

8 Colled-coll stucture

9 EF hand domain

B ERED &
B

BUER g BN E URER N
s

Chromosome Chromosome:
16 a

Puc. 5. N3o0paxkenne 16-it n 4-if XpoMOCOM ¢ ydacTKaMH Je(eKTHBIX I€HOB, HPOIyLHPYIOLIUX
nomuuucTunsl [ u II, akTHBUPYIOIIME OCHOBHBIE CHTHAJIBHBIE ITyTH PErYIISIHH KISTOYHBIX (yHKIHI
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PKD1 u PKD2 skcnpeccupytorcss B OONBIIMHCTBE OPraHOB U TKaHell de-
noBeueckoro oprannsma. PKD1 komupyet nonunuctun-1 (PC-1), cocrosiuuii u3
4304 aMHHOKHUCIIOT, KOTOPBIH NpeacTaBiseT co00il KpynHbI Oenok ¢ IJIMHHOMN
BHEKJICTOYHOH N-KOHIIEBOW 007acThio, 11 TpaHCMEeMOpPaHHBIMH TOMEHAMHU H KO-
POTKHMM BHYTPUKJIETOUHBIM C-KOHIIEBBIM XBOcTOM. PC-1 nokanu3syercs B HepBUd-
HBIX PECHHYKaX MTOYCYHBIX SMHUTEINAIBHBIX KIETOK (pHcC. 6).

o E'?\:j > ~:H— PEE: mmyﬁg@m

Monyerus 1 COOH COOH Morsucrian 2 NH;

Puc. 6. CtpoeHre NONUIUCTHHOB

PKD2 komupyer 6enok nosmictia-2 (PC-2), cocrosimit u3 968 aMuHOKHC-
JI0T, KOTOPBIi B3aumozelcTByeT ¢ PC-1. PC-2, Oyayun cTpyKTypHO CBSI3aHHBIM C Ka-
HaJJaMH TPAH3UTOPHOTO perenTopHoro norexiuana (Transient receptor potential —
TRP), GyHKIHOHUPYET KaK HECEJIEKTUBHbINM KaTUOHHBINA KaHaJ, IPOHUIIAEMBIH U1
Ca*, TeM caMbIM Y4acTBYsI BO BHY TPHKJICTOYHOM TPAHCIIOPTE KAJIbIIHSL.

PC-1 u PC-2 — 3T0 moBceMecTHO pacHpOCTpaHEHHbIE TPaHCMEMOpaHHBIC
0eJKH, KOTOpBIE KCIPECCUPYIOTCS B MPOIIECCEe Pa3BUTHUS 3apOABIIIA yKEe Ha CTa-
M 61acTOLUCTHL. B roukax oHu 00pa3yloT reTepoMepHbIe KOMILIEKCHI, JTOKaIH-
3YIOIIMECS B SMUTEINAIBHBIX KJIETKAaX MMOYCYHBIX KaHAJIBLIEB, B YACTHOCTHU B Iep-
BUYHBIX PECHUYKAX, KOTOPbIE BHICTYIAIOT B IPOCBET KaHAJIBLIEB.
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IlepBuuHas pecHUUKa IpeacTaBsieT cOOOH ATMHHYIO HENOABUXKHYIO TPYyO-
YaTyl CTPYKTYpY, PACIOJIOKEHHYIO Ha alMKaJbHOM MOBEPXHOCTH AIUTEIHAIIb-
HBIX KJIETOK [10YEUHBIX KAHAJIbIIEB, BBINOIHSASA (DYHKIMIO MEXaHOPELIENTOpa, KOTO-
pBIii BOCTIpUHUMAET U3MEHEHHUS B allMKaJIbHOM IMTOTOKE KHJIKOCTH M IpeodpasyeT
MX BO BHYTPHKJICTOUHBII CUTHANBHBIN oTBeT HoHamu Ca*'. CienosarenbHo, PC-1
BBICTYIIaeT B POJIM MEXaHHMUYECKOTO CEHCOpa CTETIeHH M3rH0a MEePBUYHBIX PECHH-
YeK, BHI3BAHHOI'O IIOTOKOM JKHJKOCTHU B IIPOCBETE KaHAIbIA. MI3rub pecHUUKN MO-
JKET BBI3BaTh KOH(pOpMaIoHHbIe u3MeHeHust B PC-1, KoTopbie, B CBOKO Ouepe/ib,
aKTHBHUPYIOT cBsi3aHHbI ¢ PC-2 Ca*'-kaHas, yBEeNIHINBask BHY TPUKICTOUHYIO KOH-
rentparmio Ca’" 1 3amyckast BHYTPUKIETOUHBIE CUTHAJIBHBIE MyTH, 00eCIIeunBa-
IOIIUE PA3BUTHE HOPMAIBHON CTPYKTYphl mouku. Takum obpasom, PC-1 u PC-2
PEryIHpYIOT MOP(HOIOTHUECKYIO KOHPHUTYPAIHIO SMTUTEINATBHBIX KIETOK.

B nenom y nanmenros ¢ mytauusimu PKD1 3a0oneBanue nporekaer 6osee Tsi-
JKeIo, yeM y maieHToB ¢ mytanusmu PKD2. Cpennnii Bo3pact, TpeOyromruii [13T,
cocrarisieT 53 roza y nanueHToB ¢ Bapuantom PKD1 u 74 rona y nanueHToB ¢ Ba-
puantom PKD?2. I'enernueckas rereporernocts AJIIIBIT n Bo3moxHbIH BKIam re-
HOB-MOAU(HUKATOPOB MOT'YT OOBSCHUTD IIUPOKYIO KIMHUYECKYIO BapHabeIbHOCTh
9TOrO0 3a00JI€BaHNUs KaK BHYTPH OIHON CEMbH, TaK U MKy Pa3HBIMHU CEMBSIMH.

JIMATHOCTHKA

Hns monteepkaenuss AJITIBIT TpeOyercs BH3yaiu3aiusi MOYEK M TOJ-
TBEPXKJACHUE HAJIMYUS B HUX MHOXecTBa KUCT. OTHUM U3 pacrnpoCcTpaHEHHBIX
METO/IOB BH3YyaJIM3allUH SBISETCS yIbTpa3BykoBoe mccienoBanme (Y3U), ko-
TOpOE MIUPOKO JIOCTYIHO MU J3aeT MAaKCUMaJbHBIA MPOIEHT AMATHOCTHKHU IO-
nukucTo3a moudek. Kpome ckanmpoBaHus mouek, Y3U MmMO3BOIsSET OIEHUTH
a0IOMUHAIIbHBIC AKCTPApPEHAJIBHBIC MPOSBICHUS (HAallpUMEp, KUCTHI TEYCHH,
TIOJKETY TOUHOM JKETE3BI).

Yeranosnenue auarHoza AJIIIBIT MoxeT ObITh 3aTPyAHUTENbHBIM y Halld-
€HTOB C KHCTaMH, BBISIBISICMBIMH B MOJIOJIOM BO3PAacTe, IPH OTCYTCTBUU HAcIell-
cTBeHHOro aHamue3sa. [Toaromy auarnoctuky AJIIIBII B 3aBUCMMOCTH OT aHaMHe-
32 MOKHO pa3/iesIuTh:

— Ha auarHoctuky AJITIBIT y nanueHToB ¢ ceMeHHBIM aHAMHE30M;

— muarHoctuky AJIIIBII y manmenToB 6e3 cemeitHoro aHaMHe3a.

UyscrButensHoCTh Y3U s BosiBnenus ¢penoruna PKD1 cocrasiser 99 %
JUTS TIALIMEHTOB U3 IPYTIIBI pucKa cTapiue 20 JIeT, IpH 3TOM JIOKHOOTPUIATEIIbHbIC
PE3yNIbTaThI Yallle BCTPEYAtOTCs y 00Jiee MOJIO/BIX MaeHTOB. UyBCTBUTEILHOCTh
ke Y3U k gpenoruny PKD2 Huke.

Vibrpa3BykoBble auarnoctuueckue kpurepuu AJIIIBIT y nanueHToB ¢ MyTa-
nusimu PKD1 6butn ipeuioskensl Ravine ¢ coaBropamu B 1994 oy, HO OHE ObLTH
MEHEe 4yBCTBUTEIILHBI JIJIs JHIL ¢ MyTanusimu PKD2.
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B 2009 roxy Pei u coaBTOpbI NPEATOKIIN KPUTEPUH YIBTPAa3BYKOBOU JHa-
rHoctuku AJIIIBII amst ckprHUHTA TAIMEHTOB C CEMEHHBIM aHAMHE30M U My TaIlH-
ssmu PKD1, PKD2 win Hen3BecTHbIM reHOTHIIOM (Tad. 3).

Tabruya 3
Yabrpa3sykoBsie kputepuu AJ/IIIBII y nanuenToB ¢ cemeiinbiM anamHe3om AJITTBIT
BospacrT, roabt KosuuecTBO KHCT Jlokam3auus KucT
15-39 >3 OJIHOCTOPOHHHE MM IBYCTOPOHHHUE
40-59 >2 JIByCTOpOHHSS
>60 >4 JIBYyCTOPOHHSA

C ipyroii CTOPOHBI, Y MAIMEHTOB 0€3 CeMEHHOro aHaMHe3a OTCYTCTBYIOT Be-
puduuupoBannsie quarHocrudeckue kpurepun AJITIBIT, ocHOBaHHbIE Ha BHU3ya-
nmu3anuu. Pexomenayercst ycranaBmmuBath AJIIIBI1 y sTux mamnuenTtos, ecinu y HIX
umeetcst 10 mim Gosee kueT (> 5 MM) B KaXJI0M TOYKe, 0COOCHHO €CIIU MOYKH
YBEIMYEHBI B pa3Mepax WIIM OTMEUAIOTCS KUCTHI B IIEUSHH, & OUeBHIHBIC IPU3HAKA
JIPYroro KUCTO3HOIo 3a001€BaHUsI OTCYTCTBYIOT.

[TanimenTam ¢ cCOMHUTENBHBIMU pe3ynbTaramMu Y 31 pexoMeHyeTcs: BBIOI-
nenue MPT, ocobGenHo sunam mMonoxe 40 jeT. B 3aTpyIHUTENBHBIX CUTYaLUsIX
PEKOMEHIYETCsI TPOBEICHHE TeHETHIECKOTO CCIICIOBAHMS ISl BHLIBICHUS MyTa-
LU COOTBETCTBYIOIINX I'€HOB.

KIMHUYECKAS KAPTHHA

I'maBupiM mposiBniennem AJIIIBIT siBnsieTcs AByCTOpOHHEE MPOrpPECcCUBHOE
YBEIMYECHUE pa3MEPOB M KOJMYECTBA KUCT B IMIOYKAX, KOTOPOE OOBIYHO HAYMHACTCS
Ha 3—4-M JecATUIETHH XKU3HU, OHAKO KUCTBI MOT'YT OBITh OOHApY>KEHbI B I€TCTBE
u gaxe BHYTpuyTpoOHO. Jlo 50 % mammentoB ¢ A/IITBII k 60 romam Hy»XIaroTcst
B nnpoBenenuu [13T.

Kpome manmamst mouednsix xkuct, kiaunandeckas kaptuaa AJ{IIBIT Bxarouaer
U JIpyTUe TPOSIBICHUS.

ApTtepuanbHasi runeprensusi. OOHapyxuBaeTcs npuMepHo y 50 % nanu-
enros ¢ AJITIBII B Bo3pacte 2035 1eT ¢ HOpMaJILHOM QyHKIMEH TOUEK U IPUCYT-
ctByer oyt y 100 % nauuentos c 5-it cragueit XbII. Passutue aprepuanbHoit
TUIIEPTEH3UHU CBSA3aHO CO CHIDKEHUEM IIOUEYHOTO KPOBOTOKA, YBEIMUCHUEM (DUIIb-
TPaLUMOHHON (ppaKIuH, 3aJeP>KKOI HATPHSI TOYKAMHU U U30BITOYHBIM PEMOACIHPO-
BaHHUEM COCY/IOB IIOYEK.

IIpuunHHO-CIIeICTBEHHAs CBA3b MEXIy pa3MepaMu IOYeK U pacrpocTpa-
HEHHOCTBIO apTepHaIbHON MMIIEPTEH3UM MOATBEPKIACTCS TEM, YTO PACTSDKEHHE U
C/IaBJICHHE MIOYEYHBIX COCY/IOB YBEINUMBAIOLIMMUCS B pa3Mepax KUCTaMH IPUBOAUT
K MIIEMUM U aKTUBALUKM PEHHH-aHIMOTEH3HH-a/Ib10CcTepoHOBOM cucteMsl (PAAC).
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Okcnpeccust PC-1 u PC-2 B m1aIKOMBIIIEYHBIX KIETKAX M SHJIOTEIIMU COCY/IOB, Ha-
psly ¢ HOBBIIIEHHON COKPaTUMOCTBIO TNIA/IKUX MBIIIL COCYJIOB U HapyIICHUEM JH-
JIOTENIMH-3aBUCMON Ba30JIMJIaTalliH, BbI3BIBACT MEPBUYHOE HApyLICHUE (DYHKIMU
MOJIMIUCTHHA B COCYIMCTOI CTEHKE M MIPaeT BAKHYIO POJIb B PAaHHEM pPa3BUTUHU
apTepHaIbHON THITEPTEH3HUH.

BrusiHue 1upKynaMpyroImero aHrMOTeH3MHAa Ha BO3HUKHOBEHHE apTepH-
AJIBHOW THMIIEPTEH3MU SIBIISETCS MPOTUBOPEUMBBHIM. B OOJBIIMHCTBE HCCIIEI0Ba-
HUH aKTHBHOCTH PEHUHA W aJbJOCTEPOHA IUIA3MbI OblIa B HOPMAJBHBIX ITIpeie-
J1aX, HO MOCKOJIbKY apTepuajbHoe fapieHue y nanueHtoB ¢ AJIITBIT Beie, yem
Y MalMeHTOB KOHTPOJIBbHOW TPYMIIbI, TO MOKHO YTBEPXK/aTh, YTO YPOBHU PEHHHA
U aJIbJIOCTEPOHA HE CYIPECCUPOBAHBI JOKHBIM 00pazoM. C Jpyroil CTOpOHSI,
UMeeTcss JJOCTAaTOYHO JO0KAa3aTelbCTB AKTHUBALWHU JIOKAJIBHONH BHYTPHUIIOYEYHOMN
PAAC, xoTopast IpUBOAUT:

— K YaCTUYHOMY YCTPAHEHHUIO CHHKEHHOTO IT0YEYHOTO KPOBOTOKA, TIOBBIIIIE-
HUIO COCYJMCTOTO COTIPOTHBIICHHS TIOYEK U (DPMIIBTPAIIMOHHON (DpaKIuu IpH Kpar-
KOBPEMEHHOM WITH JUTUTEIFHOM IIpHeMe HHIHONTOPOB aHTHOTEH3UH-TIPEBPAIIalo-
niero gpepmenta (MATID);

— MepeMEIICHUI0 PeHUHA U3 IOKCTAIJIOMEepYIIIPHOTO arnmapara K CTeHKaM ap-
TEPUOJI U MEJIKUX apTepuii;

— 3KTONUYECKOMY CHHTE3y PEHHMHA B SMUTEINHU PACHIMPEHHBIX KAaHAJbLIEB
U KUCT;

— ATI®-He3aBuCHMOi#t reHepaiu aHruotensuna Il xumasomnonoOHbIME dep-
MEHTaMHU.

Kpome axtmBammm PAAC, pasButhio aprepuanbHOW THUNEPTEH3WU TPHU
AJTIIBIT ciocoOCTBYIOT:

— HapyIIeHUE YHAOTEINH-3aBUCUMON Ba30IUIIATAIINH, CBSI3aHHOM C OKCHIOM
a30Ta, KOTOopast BBISABIISETCS y MAIIMEHTOB C HOPMaJbHOM (DYHKIIMEH MOYeK ere 10
BO3HUKHOBEHMS apTepHalIbHON TUIIEPTEH3NHY;

— YBEJIMYCHUE aKTUBHOCTH CUMIIATHYECKON HEPBHOM CUCTEMBI;

— YBEJIMYECHUE aKTUBHOCTH SH/IOTEINHA- ] B IU1a3Me;

— TMOBBILIICHUE PE3UCTEHTHOCTH K MHCYIIHHY.

Kax mpaBuno, nuarno3 aprepuansnoit runeprensun npu AJII1BI1 ycranas-
nuBaeTcs mo31Ho. [IpoBeeHne CyTOYHOTO MOHUTOPHHTA apTEPUAIbHOTO JIABIICHUS
y mMosozbix i ¢ AJITTBIT Ge3 quarHoCTHPOBAHHOW apTEepUAIbHON THIICPTCH3UU
YaCTO MO3BOJISIET BBISIBUTH MOBBIIICHHE apTEPUAIIBHOTO JIABJICHUS, HAPYILICHUE CHU-
JKEHUSI HOYHOTO apTepHaIbHOTO TABJICHHS W/MITH H30BITOYHOE TOBBIIICHUE apTepH-
AJIBHOTO JIABJICHUS BO BpeMsl (PU3NUECKOM Harpy3KH, KOTOPbIE MOTYT OBITh CBSI3aHbI
¢ runeptpoduel ICBOro KenyIouka U THaCTOIMISCKON TUCYHKINEH MHOKap/a.

HexoHTponupyemoe aprepraibHOE JIaBICHHE YBEIHMYHBAET 3a00J1€BaEMOCTh
u cmepTHOCTH manmeHToB ¢ AJII1BI1 oT mopokoB cep/a u coCyaAnCThIX aHEBPU3M,
a TaKKe IMOBBIIIAET PHCK MPOTEHHYPHHU, TEMaTypUH U YCKOPEHHOTO CHUIKCHUS
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¢yHKIMKM novyek. Hamuuue aprepuanbHOM TMIIEPTEH3MM YBEIMYMBAET PHCK OC-
JIO)KHEHUH y IUI0Ja M MaTepH BO BpeMsi OEpeMEHHOCTH, HO y HOPMOTEH3MBHBIX
xeHIH ¢ AJITTBIT 6epeMeHHOCTb OOBIUYHO IIPOTEKaeT 03 OCIOKHEHUH.

PanHee BbIBICHHME U JieueHHE apTEpHAIbHON THHEPTEH3UU Yy IAIMEHTOB
¢ AJITTBIT siBnsieTcst BOKHBIM KIIMHIUYECKUM MOAXOJIOM JUIsi COXPAHEHHUs TOYEYHOI
(GYHKINY TOYeK B TPODUIAKTUKH CEPACIHO-COCYIUCTON CMEPTHOCTH.

Boub. SIBnsercs nanbonee yacteiM cumnromoM AJITTBIT (60 %) y B3pociibix
nanueHToB. Octpast 00716 MOXKET OBITH CBSI3aHA C Pa3PBHIBOM KHCTHI B TIOJIOCTHYIO
CUCTEMY C MOCIEAYIOIIEN MaKporeMaTypuel, OTX0KICHUEM KaMHeH, a TaKkKe HH-
GbuIMpoBaHHEM MOYEBBIBOISIINX ITyTEH W pa3BUTHEM NUeNoHepHuTa. Y HEKOTO-
PBIX MAIMEHTOB OTMEYAIOTCSl XpOHHYECKast 00JIb B OSICHUYHOM 001acTH, KOTOpast
He OOBSICHSCTCS IPyTUMHU MPUINHAME, KPOME KaK KPYITHBIMUA KHCTaMH TTOYEK.

@axTop pocTa 3HIOTEIHs COCYAO0B, IPOLYLUPYEMBbIii SITUTEINEM KUCT, CIOCO0-
CTBYET aHTHOTeHe3Y, KPOBOM3IHSIHHUSIM B KACTBI M MUKpPO-/Makporemarypuu. Yacrora
60J1€BOr0 CHH/IPOMA, CBA3aHHOIO € Pa3pbIBOM KHUCTBI, HE BCET/Ia KOPPEIUPYET C 4acTo-
TOH BCeX AMArHOCTUPYEMBIX KPOBOM3IHSHUH B KHCTHI, TOCKONIBKY Ooiee ueM y 90 %
naruenToB ¢ AJITIBIT umerotes runepaeHcuBHbIe KUCTHI (ipu KT) mitk KUCTHI ¢ BBI-
cokuM curHasioM (rmpu MPT), nmokasbIBaroIue KpOBb WM BEICOKOE COZICpIKaHUe Oerka
B 9THX HOJIOCTAX. BOJMBIIMHCTBO KPOBOUIUSIHUI pa3penialoTcsi B TCUCHUE 2—7 JTHEH.
Ecin ciMITOMBI KPOBOMBIUSIHHS B KHCTY TIPOJIOJDKAIOTCST O0JIee OTHOM HeNleTH Hiln
BIIEPBbIC KPOBOU3IIMAHUE B KUCTY BBIABIIIETCS B Bo3pacte 50 JIeT u crapiue, Heo0Xo-
JIMO HCKJTFOYUTH MaJIUTHHA3ALHUIO KHCTHI HIIM ()OPMUPOBAHHUE CONMUTAPHON OITYXOJIH.

IIpumepno y 20 % nauuentos ¢ AJTIBIT HabmonaeTcss kKaMHeoOpa3oBaHHUE.
B 0CHOBHOM KaMHH COCTOSIT U3 MOYEBOM KHCIIOTHI M OKcanaTa Kanbplus. K daxro-
pam, ciocoOcTByommMM (hopmupoBanuio kamHeid npu AJITTBII, otHOCsATCS:

— CHMIKEHHUE SKCKPELIMH aMMHAaKa;

— Hu3Kkuid pH Moun;

— HM3Kast KOHIIGHTPALUs LIUTpaTa B MOYE;

— HapyIICHUE YPOAMHAMHMKH BCIJICJCTBUE M3MEHEHHUS HOPMAIBLHOTO CTpOE-
HUS MTOYEK ¥ KOMIIPECCUH KUCTAMHU BEPXHUX MOYEBBIX ITyTEH.

Boimonnenne HartuBHOM KT OpromHoi monocTu M 3a0prOMIMHHOTO TPO-
CTPAHCTBA C MOCJIEAYIOIIUM KOHTPACTHBIM YCHIJIEHHEM SIBJISCTCS JYYIIUM METO-
JIOM JUTSI BBISIBIICHHSI HEOOJIBIIMX KAMHEH U 103BoJIsieT U depeHIIMpOBaTh KaMHU
OT YIJIOTHEHHBIX CTEHOK KHCThI U MTAPEHXMMATO3HBIX KaJblIMHATOB. BrIronHeHne
KT TonbKO ¢ KOHTPaCTUPOBAHUEM CHHKAET BEPOSITHOCTD BBISBJICHHUS MEJIKHX KOH-
kpeMeHToB. [IByxoHepretndeckass KT MOXeT mpUMEHSTHCS HE TOJBKO ISl AHa-
THOCTUKH MOYEKaMEHHON O0JIe€3HU, HO U JUIS OIPENIeNICHUS] COCTaBa KaMHEH.

Kak u B 0011e#i momyssiiyu, HHQEKIu MoueBIBOSIIMX myTeit mpu AJITTBIT
yalle pa3BUBAIOTCS Y sKeHIIUH, yeM y My>kunH. KT u MPT no3Bosnsitor tuarnocTtu-
pOBaTh OCJIOKHEHHBIE KHCTHI M UX aHATOMUYECKYIO CTPYKTYpPY, HO 3TH BBIIBIICH-
HBbIC U3MCHEHHS HE Criel(UYHbI I HHPEKINOHHBIX MpoIreccoB. B aToM ciyuae
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HPUMEHEeHHE PaJIHOHYKIHIHBIX METOIOB ANATHOCTHKH C UCTIONb30BanueM ’Ga nin
JIEHKOIINTOB, MEYEHHBIX '''[N-OKCMHOM MOXET OBITh IMOJNE3HO IS BepU(UKAIMH
BOCHAJICHUsI, OJHAKO BO3MOXKHBI JIOKHOOTPULATEIbHBIE U JIOXKHOIIOIOKUTEIbHBIC
pe3ynbrarhl. [103UTpOHHO-3MECCHOHHAsE ToMorpadus, coBmerterHas ¢ KT, ¢ npu-
meHenueM SF-dropaesokcuniokossr (SF-®J) sBisieTcss MHOr000EIIAOIUAM
JIMarHOCTHYECKUM METOIOM U OOHapyKeHHs MH(OUIUPOBAHHBIX KHUCT, HO €ro
WCIIOJIb30BaHKE JUISl IMATHOCTUKH MH(QEKIMH MOYEK MOXKET OBbITh 3aTPYIHEHO, M0~
ckonbky "*F-®JII" GpuimbTpyeTcs ouKaMu U He peabcopOupyeTcst B KaHaIbIIax.

Acnupanust KUCThI MOXKET BBITOJHATHCS, KOT/Ia KIIMHUYECKas KapTHHA U JJaH-
HBIE BH3yaJIN3UPYIOMINX METOIOB JHArHOCTUKH MTOKA3BIBAIOT TIPH3HAKU BOCIIAJIH-
TEJIbHBIX U3MEHEHHUH, a TIOCEBBI KPOBU M MOYH CTEPHIILHBI.

TToueyHO-KIICTOUHBIH paK SBISICTCS PEIKON MPUYHMHON OOJIM y MAIMEHTOB
¢ ATIBII. On pa3BuBaeTcs He yallle, 4eM NPU APYIUX MOYEUHbIX 3a00JIeBaHU-
X, HO ero MaHudecrarus y nmanueHToB ¢ AJITIBIT MoxkeTr oTMeuarbest B Oonee
paHHEM BO3pPACTEe U C YAaCTHIMHU MTPOSIBICHUSAMH KOHCTUTYLIMOHAIBHBIX CUMIITOMOB.
[Touyeuno-kneTouHblil pak y nameHToB ¢ AJIITBIT nmeet Goliee BEICOKYIO 4acTOTy
JIBYCTOPOHHETO MHOTI'OY3JI0BOTO MOPAXKEHMsI C CApKOMATOMJIHOI TpaHCc(opMary-
el n metactazamu. [lmotaeie Maccel pu Y3U mouek, KaabIIMHATHI U YCUIICHHE
koHTpactoM npu KT, a Takxke peruonapHas 1umda eHonaTus I03BOJISIOT 32010~
3PHUTH MMOYEYHO-KJIETOUHBIH paK.

IKCTPAPEHAJIBHBIE ITPOSIBJIEHMSI BOJIE3HU

Kpome moveuHbIX MposIBIeHHH MOTYT OBITh H SKCTpapeHAIBHbIE TPOSIBICHHS
AJIIBIT:

— KHCTHI [ICYCHH;

— COCYAUCTbIE aHOMAJIHH;

— IMBEPTHUKYJSIPHAst 00JI€3Hb KHIIETHHKA;

— KUCTBI JJPYyTHX OpPraHoB;

— cepevHble aHOMaJIHH;

— OPOHXOIKTAa3HI.

Kuctpl neyenun. Kak nposiBieHre MOTHKACTO3HONW 00JE€3HN KHUCTHI TIEUCHH
SIBIISIFOTCS HanOosiee yacThiM BHenoYeyHbIM npusHakoM AJITTBIT. OHu BBISBISIOT-
cs1 y manuenToB kak ¢ PKD1-renorunom, tak u ¢ npyrumu renotunamu. U ecnn
KHUCTBI TICYCHU y JIETEH BBISBISIIOTCS PEAKO, TO C BO3PACTOM MX 4acTOTa YBEJHU-
guBaeTcs. PacrpocTpaneHHOCT KHCT TiedeHu, o qanasiM MPT B nccnenoBanum
CRISP (2006 ron), cocraBuna 58 % B Bo3pacte ot 15 no 24 ner, 85 % B B03-
pacte ot 25 5o 34 ner u 94 % B Bozpacte ot 35 1o 46 ner. Kuctsl nedenu, Tax
K€ KaK U MEYCHOUHbIE KUCTHI OOJIBILIETO pa3Mepa, Yalle BCTPEYAlOTCs Y KEHIIMH,
geM y MyxuuH. [TonrkucTo3Has 00JIe3Hb TIEYeHH IPOTEKaeT OoJee THKENO Y JKeH-
LIMH, UIMEIOIIMX MHOTOIUIOIHYIO0 OEPEMEHHOCTh, U Y TeX, KOTOPhIE UCTIOJIb30BAIN
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NepopalibHbIe KOHTPAICNTHBBI WK MOTY4aId 3aMECTUTEIBHYIO TEPAITUIo SCTPOre-
HaMH, YTO yKa3bIBaeT Ha CTUMYIIAIMIO POCTA KUCT IIEYEHH 3CTporeHamu. Perienrtopbt
ACTPOTrEHOB HKCIIPECCUPYIOTCS B AIUTEINH, BBICTHIIAIOLIEM KHCTBI, [IO3TOMY 3CTPO-
TeHBI CTUMYJIHPYIOT MPOIH(pepaniio KIETOK, 00pa3yomuX KHCTHI IEYSHH.

ITonukucro3Has 6oe3Hb NEUEHHU, KaK IPaBUIIO, IPOTEKAeT OECCUMITOMHO,
HO TIOCKOJIIBKY TMPOJODKUTENBHOCTE kmi3HH manneHToB ¢ AJIIIBI yBenmanBaetcs
6marogapst I13T, TO ¥ KHCTHI TICYCHN HAYMHAIOT Yallle MPOSIBISATHCS KINMHUYECKH.
KnuHmyeckre CHMITOMBI Pa3BUBAIOTCS BCIIEACTBHE 3HAUYUTEILHOTO OOIIETo yBe-
JIMYEHUS TICYCHU WU B PE3YJIBTATE PA3BUTHUS OCIIOKHEHUIH CO CTOPOHBI KUCT.

Knunnueckue nposiBieHus, CBsI3aHHBIE CO 3HAYUTEIbHBIM YBEITHUCHUEM IIe-
YECHU WU OTJICIbHBIX KUCT, BKIIFOYAIOT:

— OJIBIILIKY;

— CHMIITOM PaHHETO HACHIIECHHS KEITy/IKa,;

— racTpo33odarcalbHbIi pedIIoKC;

— 00 B HWO)KHEH MTOJIOBUHE CITUHBI;

— OOCTPYKIIMIO BEHO3HOTO ITEYSHOYHOTO OTTOKA,

— KOMITPECCHIO HWYKHEH MOJI0H BEHBI;

— KOMITPECCHIO BOPOTHO BEHBI,

— CIIABJICHHE KEIYHBIX IPOTOKOB C Pa3BUTHEM MEXaHUYECKOW HKEITYXH.

Pa3Burtue ociioxkHeHU €O CTOPOHBI KUCT KIIMHUYECKU TPOSBISIETCS:

— KPOBOTEUYCHUEM B IOJIOCTh KHCTHI;

— HH(EKInel Conep>KUMOro KHCTHI;

— Pa3pbIBOM KUCTBI, KOTOPOE HAOIIOMAETCsl PEAKO.

TUnmuYHBIMU [TPU3HAKAMHM BOCTIAJICHUS KHUCT IIEUEHH SIBIISIOTCS JIOKAJIbHAs
601, TMXOpaJIKa, JTEHKOLUTO3, IOBhIIIEHHE YPOBHs C-peakTUBHOIO O€jKa U CKO-
POCTH OCEeaHusI SPUTPOLUTOB U, YACTO, TIOBBIILICHNE YPOBHS LIETOYHOH pocdara-
3b1. MPT no3BossieT auddepeHIupoBaTh OCI0KHEHHYIO KUCTY ¢ HEOCJIOKHEHHOH.
WNudunuposannas kucta, o gaHHbM KT, MOXeT ObITh reTepOTeHHOM HITH TTOBBI-
LICHHOW IMJIOTHOCTH C YPOBHEM JKHMJKOCTH HJIM JCTPUTA BHYTPH CAMOH KHCTBHI,
OTMeuaeTcs yTOJIIEHHE €€ CTCHOK, a Takke BHYTPUKHMCTO3HBIE ITy3BIPHKH Tra3a.
[MosurponHo-3MuccroHHas Tomorpadusi, comeniennas ¢ KT, ¢ BF-OI taxxke
M03BOJISIET TUAarHOCTUPOBATh HHPHIIMPOBAHHYIO KHCTY ITEUSHU.

V 40 % manueHToB C MOJUKHUCTO3HON 0OJIe3HBIO MeveHd, Mo AaHHbM KT,
OoTMevaeTcst HeOOIbIIOe PACIIMPEHUE OOIIETo )KETTHOTO POTOKA, KOTOPOE MOXKET
OBITH CBA3aHO B HEKOTOPBIX CIIydasiX C SMU307aMH XOJIAHTUTA.

Wzpenka monmkucTo3Hass OONE3Hb TMEYEHH MOXKET OBITh acCOIMHPOBaHA
C XPOHUUYECKOH CepAeuHON HEIO0CTaTOYHOCTBIO, aJeHOMOH (haTepoBa COCOUKa U
XOJIaHTOKaPIIHHOMOH.

AyTOCOMHO-JIOMMHAHTHAsl TOJMKHUCTO3HAs OOJE3Hb MEUEHU SBIACTCS
TeHEeTHYECKN JeTePMHHHUPOBAHHBIM 3a00JeBaHUEM, KOTOPOE MPOTEKAeT C OT-
CYyTCTBUEM MJIM HEOOJIBIIUM KOJUYECTBOM KHUCT B moukax. [logoono AJIIBII,
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AyTOCOMHO-JIOMMHAHTHAsl IOJMKUCTO3HAsI 00JIE3Hb IIEUEHH TeHETUYECKU IeTepo-
renHa. M3HauanbHo Obi0 naeHTuduuuposano 2 rena — PRKCSH (19-s1 xpomo-
coma) u SEC63 (6-1 xpoMocoMa), Ha KaxIbIil U3 KOTOPBIX MIPUXOIUTCS IPUMEPHO
TPETh U30JIMPOBAHHBIX CIIyYaeB ayTOCOMHO-TOMHHAHTHOH IIOJIMKHCTO3HOH 00J1e3-
HU nedyeHd. B nocienyromem OblIo mokazano, uro mytaunu LRPS (11-s xpomo-
coMa) cBsi3aHbl ¢ (POPMHUPOBAHMEM KHUCT B TeueHH, a myTaiud B GANAB, ALGS,
SEC61B u PKHD1 MoryT ObITh OTBETCTBEHHBI 32 00pa30BaHUE KUCT HE TOJBKO
B [IOYKAX, HO U B [IEUEHH C PA3BUTHEM ayTOCOMHO-IOMHHAHTHOM MOJMKUCTO3HOM
60J1e3HH TIEYEeHH C OTCYTCTBHEM MM HAJIMYHUEM KUCT B [IOYKaX.

CocynucTbie aHOMAJUH. BKITIOUatOT BHYTpHYEPEITHBIC aHEBPU3MBI (pHC. 7)
U JIOJIMXO9KTa3UH, PACCIOCHHE IPYIHOI aOpThl U MO3BOHOYHOM apTepuu, a Tak-
’Ke aHEeBPU3MbI KOPOHApHBIX apTepuil. OHU BBI3BAHBI U3MEHEHHSMH B COCYIaX,
HanpsaMmylo cBszaHHbIMU ¢ MyTanusmu PKD1 umu PKD2. Ilpu ux nedekrax or-
MeYaeTcs TOBBIILIEHHAs] CKOPOCTh MPONU(pEpauy U arronTo3a I1aIKOMBIIIEYHBIX
KJIETOK COCYAUCTON CTEHKH, O0JIbIIasi BOCIPUUMUYUBOCTD K COCYAUCTHIM TPABMaM,
KpOMeE TOTO, OHH CIIOCOOCTBYIOT PEKAEBPEMEHHOI CMEPTH ITPY pa3BUBILIEHCS ap-
TepUaIbHON TUIIEPTEH3UMU.

Puc. 7. MHOXeCTBEHHbBIE aHEBPU3MBI COCYJIOB TOJIOBHOTO MO3ra

BuyTtpuuepennsle aHeBpU3MBl BO3HMKAIOT NMPUMEpPHO Yy 6 % manueHToB
¢ AZITTBIT u oTcyTCTBHEM CEMEHHOTO aHaMHe3a aHEBPU3M Uy 16 % HalueHToB Ipu
€ro HaJIMYHU. AHEBPH3MBI Yallle BCETO MPOTEKAIOT OeccUMITOMHO. KimHnueckne
IIPOSIBIICHUS — Iapajiy YePEIHbIX HEPBOB U CYOPOTH — SIBIISIOTCS PE3YJIETaTOM
KOMIIPECCHH COOTBETCTBYIOIIUX JIOKAJIbHBIX CTPYKTYp. PHCK pa3pbiBa BHyTpuue-
PEIHOM aHEeBPU3MBI 3aBUCUT OT MHOTUX (hakTopoB. IIpu 3TOM pa3pblB aHEBPU3MBI
SBISIETCSl IPUYMHON 35-55 % ciyyaeB TsDKeIoi 3a00eBaeMOCTH HIIM CMEPTHO-
CTU 3TUX HanueHToB. CpenHHi BO3pacT MalMeHTa C HOTEHLHUAIbHBIM Pa3phIBOM
BHYTPHYEPEITHONW aHEBPU3MBI HIDKE, ueM B oOIiedl momyssiiuu (39 jer mpoTHB
51 roga coorBeTcTBEHHO). Ha MOMEHT pa3pbiBa BHYTPUYEPEIIHONH aHEBPU3MBI
y OONIBIIMHCTBA MALMEHTOB OTMedYaeTcss HopManbHast QyHKIMS modex, u 10 29 %
U3 HUX IIPU 5TOM HMEIOT HOPMAJIbHOE apTepHaIbHOE JaBICHHE.
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JuBepTuKyasipHas 0o/1e3Hb KHMIIEYHHMKA. Yaiie BCero mposBiseTcs IH-
BEPTUKYJIE30M TOJICTOM KHIIKH M JAMBEPTUKYJIUTOM. PacnpocTpaHEeHHOCTh 3THX
cocrosiuuii mpu AJITTBII BhIiie, 4eM y MaleHToB ¢ APYTHMHU TOYSUHBIME 3a00I1e-
BaHMSMHU. B HEKOTOPBIX cilydasx oTMedasics AUBEPTUKYIIE3 TOHKON KHIIKH.

Kuctbl apyrux opranos. IIpu AJITIBII oOHapyXUBalOTCsSI KUCTBL: B IOJ-
KEITYI0YHOM Kene3e — MpUMepHO y 5 % MaIMeHTOB; B MAyTHMHHOM MO3TroBOM
000JI0YKe — MPUMEPHO y 8 % MalHeHTOB; B CEMEHHBIX My3bIPhKaX — MPUMEPHO
y 40 % nauneHToB. KHCTBI B CEMEHHBIX ITy3bIPbKaX PEIKO MPUBOIAT K Oecrio-
JIUI0, @ BOT CHIJKCHHAs MOJBU)KHOCTb CIIEPMATO30UI0B MOKET SIBJIATHCS MPUUH-
HO# My>kckoro Oecrutonus nipu AJIIIBIT. KucTsl momkemyqo9Ho xKemnes3sl mouTn
BCErJa MPOTEKa0T 0ECCUMITOMHO, OUEHb PEAKO HAOIIONAIOTCS CIIy4au pa3BUTUS
PEeLMINBUPYIOLIETO MAaHKPEaTUTa, IPU ITOM YacTOTa Pa3BUTHs paKa MOKETy104-
HOHM JKeJe3bl IPH MaHKpPeaTUTax He MPEeBBIIAcT OOMIENONYISIIHOHHY0. KHucTh
[ayTUHHON MO3rOBOI 00OJIOUKHM OOBIYHO IPOTEKAIOT GECCUMITOMHO, HO MOTYT
YBEJIMYMBATh PUCK CyOmypanibHbIX reMaroM. Y maientoB ¢ AJIITBIT moryT dop-
MHUPOBATHCS AUBEPTUKYIIBI CIMHHOMO3TOBBIX 000JI04€EK Yale, 4eM B 00111eil nomy-
JISIAH, U3PEAKa OHU COMPOBOXKIAIOTCS MPOSIBJICHUSMH B BHJIE BHYTPHUYEPEITHON
runotoHuu. Kuctel ssuaaukoB He cBsa3anbl ¢ AJITTBIT.

Cepaeunbie anomaiun. [Ipu AJIIIBII game Bcero mposiBisieTcst mpoJarc
MUTPAJIBbHOIO KIJAlaHa, KOTOPBIM, IO JAHHBIM 3XOKapAuorpaduu, BCTPEUaeTCs
y 25 % marnuentoB. MoxeT HaOIIOAAaThCS HEIOCTATOYHOCTh AOPTAIBLHOTO Kila-
IaHa B COYETAHUM C PACIIMPEHUEM BOCXOJAIIECH yacT ayru aopThl. Ilopaxenue
KJIaIIaHOB CEpJila MOCTENEHHO MPOrPeCcCUpyeT, HO, KaK MIPAaBUIO, OHO HE Tpeldy-
€T ONEPaTUBHOTO BMeIIaTeabcTBa. CKPUHHUHIOBAs SXOKapauorpadus mamueHTam
¢ AATIBIT He moka3aHa A0 BBISBICHUS CEPISYHOTO IIyMa MPH OOBIYHOM (H3H-
KaJlbHOM ocMoTpe. Kpome nopakeHust KJIalaHoB CepALla, YaCTO BCTPEUAIOTCS Ie-
MOAMHAMHUYECKH HE3HAUMMBIH BBINOT B ITOJIOCTH TIEpUKapAa U Oojee pacipocTpa-
Hennble npu AJITIBIT kapaumoMuonaTun (AuyaTallMOHHAs, THIIEPTPOpHUYECKas,
00CTpyKTUBHAsA) U GUOPHIUIALNY [IPEACEPAUiL.

Bpouxoskrasel. [To nanueim KT, y nmaumenros ¢ AJIIIBIT GponxoskTaszsl
BBISBIIIOTCS ITIOYTH B 3 pa3a yaie, YeM y JIMIl KOHTPOJIbHOH rpymisl (37 % npoTHs
13 % cootBercTBeHHO). OOpa3zoBaHue OpPOHX03KTa30B cBsizaHO ¢ PC-1, koTOpBIii
9KCIPECCUPYETCs B MOABMKHBIX PECHUYKAX AMUTEINAIBHBIX KJIETOK JIbIXaTellb-
HBIX ITyTEH.

DOYHKIHAOHAJBHBIE OCOBEHHOCTH IMOYEK

CHMXEHNE KOHIIGHTPAMOHHONH CHOCOOHOCTH IIOYEK SIBJISIETCS PaHHUM
nposisnerneM AJIIIBII. Oxono 60 % neteit He MOTYyT MaKCHUMaJIbHO KOHIIEHTpPHU-
pOBaTh MOUY, U y HMX OTMEYAeTCs MOBBIIICHUE YPOBHS Ba30IPECCHHA IUIA3MBI.
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[ToBbIILICHHBI YPOBEHb Ba30NPECCHHA OTPAXKAET MOIBITKY OpraHU3Ma KOMIICH-
CHpOBaTh CHIKEHHYIO KOHLEHTPAIIMOHHYIO CIIOCOOHOCTB MOYEK U CIOCOOCTBYET
Pa3BUTHIO KUCT MOYEK, THIIEPTOHUH U MIOYEYHON HEAOCTATOYHOCTH.

Hapyiienrne KOHIEHTPAIMOHHONW CIOCOOHOCTH TIOUEK, 0O0YCIOBICHHOW pe-
3UCTEHTHOCTBIO K Ba30IPECCHHY, HE MOKET OBITh OOBSICHEHO CHIKeHHEM NAM®D
WM SKCTIPECCHEN COOTBETCTBYIOIIMX T'€HOB, KaK 9TO OTMEYaeTCsl B MOJAEISIX Ha
YKHBOTHBIX. TakKe 3TO HE MOXKET OBITh OOBSICHEHO U MOBPEXKJICHUEM MO3TOBOTO
CJIOSl TIOYEK M3-3a KHUCT WM HETIOCPEICTBEHHO KIETOYHBIM Je(EKTOM, CBSI3aH-
HBIM ¢ HapyiieHueM (QyHKUMU nonuuuctrHa. [locieaHne uccnenoBaHus nokasa-
JIM, YTO HApyIIEHHE KOHIEHTPAIIMOHHOH (DYHKIMU IMOYEK M MOBBIIICHHE YPOBHS
Ba30IPECCUHA CBA3AHbI C CAMUM IIPOLIECCOM O0pa30BaHUsI KUCT. DTOT MPOLECC
TaKk)Ke COCOOCTBYET Pa3BUTHIO KJIyOOYKOBOHM THUMEpPHIBTPALINH, HAOTIOIaeMON
y JleTeld ¥ MOJIO/IBIX JIUII, ¥ apTepHalIbHON TUIIEPTEH3UH, a TAKXKE POrpecCupoBa-
uuto XbI1. Hapymenue Tparcmopra BemecTB B MO3TOBOM CJIO€ ITOYEK, CBSI3aHHOTO
¢ 1e(heKTOM KOHIICHTPUPOBAHUS MOYH, MOXKET CIIOCOOCTBOBAThH HU3KUM 3HAYCHHU-
stM pH Moun, THITOIUTPATHON aUIypUH M CKIIOHHOCTH K KaMHE00pa30BaHUIO.

CHMXEHHE MMOYEYHOT0 KPOBOTOKA SIBJISCTCS €Ile OAHUM PAaHHHUM IpOsBIIC-
nuem AJITIBII. OHO MOXET ObITh BBI3BAHO M3MEHCHHSMH BHYTPHIIOYCYHOH Te-
MOJIMHAMUKH W JIABJICHHsI, HEHPOTYMOPAIbHBIMUA MM MECTHBIMU MEIHaTOpaMu
W/VITH BHYTPEHHUMH COCYANCTBIMU aHOMAJIHSMH.

Jlerkas unu ymepeHHas nepcuctupyomas nporeurypus (150-1500 mr/cyr)
4gacTo BBIIBIsIETCS y manueHToB ¢ XbBII 2—4-if ctagnu u sIBIsIeTCsS MHANKATOPOM
porpeccupoBaHys 3a001eBaHusl.

OLEHKA ITPOTPECCUPOBAHHW S 3ABOJTEBAHM S

Knunnueckue nposinenust A ITIBIT u pa3BuTye Mo4euHO HEOCTaTOUHOCTH
y MalMeHTOB OIpe/elAeTCs KOJIMYECTBOM U pa3MepaMM KUCT B rodkax. CkopocTh
pOCTa MOUYCK YHUKAJIbHA M PA3INYacTCsl CPEAU MAIUEHTOB, a YBEJIIMUCHUE MOYEK
MIPEICCTBYET CHIKEHUIO CKOPOCTH KiTyOoukoBoit duibrpaiiuu (CK®). CreneHb
yBelndeHus nodek no mepe nporpeccuposanus AJIIIBII koppenupyer ¢ apre-
puanbHOl THnepTen3ueil, cHmwkeHneM CK®, mporemnypueii. B uccnenoBanum
CRISP 610 nokazano, yto o6muii 00beM noyek (TKV), onpenensemsrii o pe-
syasraram KT/MPT, no3Bonsiet mpezckasbiBarh Oymyuiee camkenrne CK® u puck
pa3BUTH NTOYEUHON HenocTatouHocTu y nanuentos ¢ AJIIIBIL. Takum oOpa3oM,
TKV MoxkeT paccMaTpuBaThCS KaK MPOTHOCTUIECKUI MapKep pa3BUTHS TIOYETHON
HeJoCTaTouHOCTH y nanueHToB ¢ AJITTBIT.

Onenka TKV ¢ monpagkoii Ha poct (htTKV) B coueTanuu ¢ BO3pacToM JISKUT
B OCHOBe KiIaccudukanuu kauHuku Meiio (Mayo Clinic ADPKD classification).
Cornacto 3toit knaccuduxanuu AJITIBIT, mo 1aHHBIM BU3yaaH3aliu, JSITUTCS Ha
2 kinacca (tabn. 4, puc. 8).
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Tabnuya 4

Knaceudpuxamusa AJIBI knunukun Meiio

K.]IaCC, MmoAKJIACC, oNpeae/ieHue

Onucanue

Knacc | — tunuunas A/IIIBIT

JlByctopontee u anddysHoe pacrnpocTpaHe-
HHUE KUCT C JIeTKUM (pHc. 8, @), yMEepeHHBIM
WM BBIPAXKEHHBIM (pUC. 8, 0) 3aMeleHneM
TMOYEYHON TKaHU KUCTaMu, IIpU 3TOM BCE
KHCTBI OJIMHAKOBO CIIOCOOCTBYIOT (hOpMHPO-
Banuio TKV

Knace 2 —
ATUITHIHAS
AJNIIBIT

IMoxkmacc A | OTHOCTOPOHHSIS

(puc. 8, 6)

Jnddy3Hoe KHCTO3HOE TTOpaKEHHE OTHOM
OYKH, BBI3BIBAIOIIECE €€ BHIPAKEHHOE
YBEIIMUCHHE TIPU BTOPO#i MOUKE HOPMAJIBHO-
ro obbema (< 275 Mt y My»xunH, < 244 mi
y JKCHIIMH) 6e3 KHCT WM HUMEIOIIEH TOIBKO
12 KuCTBI

CermeHTapHast
(puc. 8, 2)

Kucrosnas 60e3Hb TIOpaXacT TOJIBbKO OJUH
TOJIFOC OJTHOM MJTH obenx TOYCK, ITPU 3TOM
OCTaBIIasCA IMo4Y€YHas TKaHb HC U3MCHCHA

AcummerpuyHas

(puc. 8, 0)

Jnddy3Hoe KHCTO3HOE MOpaKEHHUE OIHOM
TIOYKH, BBI3bIBAIOIIECC BBIPAXKECHHOE €€ yBCIIN-
YCHUC, C JICTKUM CCITMCHTApPHBIM U1 MUHH-
MasbHbIM U] (y3HBIM BOBICYCHUEM BTOPOH
MIOYKH, B KOTOPO#l OIIpe/iensieTcst HeOombIoe
KOJIMYECTBO KHCT (> 2, HO < 10) ¢ 0O6bemom,
cocrapistonum < 30 % TKV

OnHoOoKast
(puc. 8, e)

JIByCTOpOHHEE pacIpeIeieHne KUCT MOYeK
C JISTKMM 3aMEILEHUEeM TKAHH TIOYKH aTh-
MTMYHBIMU KUCTAaMH, TIPH 9TOM MEHee 5 KHCT
coctaBnsroT > 50 % TKV (nnamerp
HanOOJIbIIEH KUCTBI IPUMEHSIETCS

JUISE OLICHKH 00beMa OTAEIbHON KUCTBI)

ITonknacc B | JIBycTOpOHHSIS
¢ IpUOOpETEeH-
HOM OJIHOCTO-
poHHeit arpodu-
eit (puc. 8, orc)

JinddysHoe KHCTO3HOE MOpaKeHUE OIXHOM
IIOYKH, BBI3BIBAOIICE YMEPCHHOE HIIM BHIpa-
JKEHHOE €€ YBEIIMYCHUE C IPHOOPETCHHON
arpodueil BTopoil mouku

JIByCTOpOHHSIS

C IByCTOpPOHHEH
arpocueit moyex
(puc. 8, 3)

Hapyurenne ¢pyHKImu nodek (CbIBOPOTOU-
HBII KpeaTnHuH > 133 MxMonb/i) Oe3 3Hauu-
TEJIBHOIO UX YBEINUYCHHS, ONPEACIICMOro
cpenHer auHoOM < 14,5 cM, ¢ 3ameleHnemM
MOYEYHOH TKAHU KUCTaMH U ¢ aTpodueit
MapEHXHMbI
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Puc. 8. [TaupeHTbI ¢ ayTOCOMHO-TIOMHHAHTHOM MOITUKHCTO3HOH OOJIE3HBIO MTOYEK

BonbmmucTo nanenToB ¢ A/IIBIT nmerot TunmyHO npoTekatoliee 3adoJe-
BaHKe ¢ TUPPy3HBIM KHCTO3HBIM MOpakeHrneM (kiacc 1). YV maiueHToB ¢ aTuiy-
ot AJIITKB (xnacc 2) htTKV He Moxer npesckaszars creneHb cHkeHnuss CKO.
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ITarrieHTHI ¢ KJIaccoM 1, OTpakaloIiM JIByCTOpOHHEe U auddy3Hoe pacrnpocTtpa-
HEeHHE KHCT, HA OCHOBE TEMIIOB POCTa MOAPA3CISIOTCS Ha 5 moakiaccoB (0T A
1o E), olleHnBaeMbIX 0 HEKOTOPHIM JIAHHBIM MAIMEHTa, BO3PACTY U TEOpPETHUE-
ckoMmy HavanmbHOMY 3HaueHuro htTKV (150 mu/m):

1) A— menee 1,5 % B rog;

2)B—ot 1,5 1o 3 % B rox;

3) C—or 3 no 4,5 % B rox;

4)D —or 4,5 10 6 % B rOI;

5) E— ot 6 % u 6onee B rox.

Jlnst pacueTa mMporHO3a HACTYIUICHHS TEPMUHAIBHON CTaIuH MMOYEUYHON He-
JIOCTaTOYHOCTH MOXKHO HCIIOJIb30BaTh OHNaiH-KanbKystop (https://www.mayo.
edu/research/documents/pkd-center-adpkd-classification/doc-20094754).

JInist MCTIONB30BaHMs OHJIAHH-KAIBKYISATOpa HEOOXOAMMO U3MEPHUTH JIJIHHY,
MIMPUHY W TOJNMIMHY MOJUKUCTO3HBIX TTOYeK (pHc. 9), BO3pACT U POCT IMAIMeHTa,
YpOBEHb KpeaTHHHHA KPOBH.

Puc. 9. VI3mepeHne MOIMKHCTO3HBIX MOYEK MO N300paKEHUAM

JlnvHa OIGHHMBAETCsS HA NMPOMOJBHBIX M300PAXKEHMSIX NMPU MaKCHMaJIbHOM
MIPOJIOJIBHOM JIMAMETpe KaK B CaruTTajbHOM (pHUC. 9, @), TaK U B KOPOHAIBHOMN
(dponransHoit) (puc. 9, 6) miockocty. [lupuna u rTyOHHA OLEHUBAIOTCS HA IIO-
MEePeYHbIX H300paKEHHUAX MPH MAKCHMATbHOM MOMEPETHOM AHAMETpE, MOTydeH-
HBIX B IIJIOCKOCTH, IIEPIEHIUKYISIPHON IPOA0IbHON MI0cKoCTH (puc. 9, 6).

I[I/I(I)(I)EPEHHI/IAJ'[I:HAH JUATHOCTHUKA

V NanueHToB ¢ KUCTaMM MOYEK, Y KOTOPBIX OTCYTCTBYET CEMEHHbIN aHaMHE3
MOITMKUCTO3a, HEOOXOINMO HCKIIOUUTH JpYyTHE 3a00/IeBaHMU, TOXKE IIPOTEKAOIINe
¢ 00pa3oBaHUEM KHCT B [TapeHXUME. YUeT Bo3pacTa HaleHTa, CeMeilHON ncTopuu
U JIpyTHX TE€HETUUECKUX [IPU3HAKOB, 4 TAKXKE HAJIMYUE COILYTCTBYIOLIMX KIMHHUKO-
J1a00paTOPHBIX MPOSIBICHUI TOMOTatoT B AU GepeHInaTbHON THarHOCTUKE.

27



IIpuodperennsnie cocTostHus. [Ipy 0TCyTCTBUU CEMEHHOTO aHAMHE3A I1OJIUKHU-
CT032 y B3pOCIIBIX HEOOXOIMMO YUUTHIBATH CIIEIYIONIHE TPHOOPETEHHBIE COCTOSTHHUS:

1. MHO>XECTBEHHBIE JOOPOKAYECTBEHHBIC POCTHIC KUCTHI B 00EUX IOUKaX.
OHH MOTYT BCTPETUTHCS Y B3POCIBIX JIIONEH, @ HX YacTOTa YBEINIMBACTCS C BO3-
pactoMm. I[IpocTele IBYCTOPOHHUE KUCTBI ObIBAET TPYAHO OTIIMUUTH OT JIETKOH (op-
MBI uu panaux craanii AJ[TTBIT.

2. Jlokanu3zoBaHHasi KUCTO3Hast Oone3Hb mouek. OHa INpEeACTaBisieT co0O0i
peaxoe T0OPOKaYeCTBEHHOE COCTOSIHHE HEOIYXOJIEBOH MpoNM(epaiy mpoCThIX
KHUCT, (popMupyroIeiicss 00bIYHO B HOPMaJIbHO (DYHKLHMOHUPYIOLIEH MOYKe, KOTO-
poe moxkuo cmyTats ¢ AJIIIBII. Busyanmsupyromme uccienoBaHus MOKa3bIBAIOT
HAJIMYUE TIPOCTBIX KHUCT, Pa3AeICHHBIX HOPMAJIbHOW IMOYEYHOW TKAHbIO, HE NMEIO-
LIMX IUIOTHOH Karcysiel. B maronorndeckuii mporecc BoBjIedeHa TOJIBKO YacTh MOU-
K4 (penKko Bcs Touka). B ipyroii modke B OTAENBHBIX CIIy4asiX MOTYT IPHUCYTCTBO-
BaTh HECKOJIBKO KUCT. B oramune ot AJIIIBII nokanu3oBaHHast KHCTO3HAs 00IE3Hb
He SIBJISIETCS HU IBYCTOPOHHEH, HU IIPOrPeCcCUPYIOLIEH.

3. IlpuoOpeTeHHas KucTo3Has 6osie3Hb Touek. OHa HaONMOIAeTCs y MaIHeH-
ToB ¢ XbII Ha mo3HUX cTaausax (0coOEHHO y TeX, kKTo Haxoaurcs Ha [13T) u uacto
MIPOSIBIISICTCST PAa3BUTHEM MEJIKUX MHOKECTBEHHBIX IBYCTOPOHHHX KHCT. DTH KH-
CTbI OOBIUHO UMEIOT fuaMeTp MeHee 0,5 ¢M, HO MOTYT JJOCTUIraTh HECKOJIBKUX CaH-
TUMETPOB. /17151 TOCTaHOBKHY JHarHo3a MPHOOPETEHHOM KHCTO3HO O0JIE3HN MOYEK
TpeOyercs Hamuuue 4 wiu Oosee KUCT ¢ BOBJIeYeHHEeM oOenx mnouek. [Touku npu
9TOM COCTOSIHUHM HOPMAalbHOTO HJIM YMEHBUIEHHOTO pa3Mepa, C IIaIKHM KOHTY-
POM, B OTJIMYHE OT OOBIYHO CHIIBHO YBEJINYEHHBIX IMOYEK C KUCTO3ZHBIM KOHTYPOM
npu AJITTBII. OnHako B peAKHX Ciydasx MOYKH Y TMAlMEHTOB C MPHOOPETCHHOM
KHCTO3HOW OOJIE3HBIO MOYEK MOTYT YBEJIUYMBATHCS M HAIOMHHATh ITOYKH TPU
AJIIBII. B Takux ciyyasx IpUOOPETEHHYIO KHCTO3HYHO OOJIe3Hb MOYEK MOYKHO
OTJIMYUTS 110 OTCYTCTBUIO SKCTpapeHaIbHbIX nposiBieHuit AJIITBIT.

4. MenymisipHast ryodarasi mouka. OHa XapaKTepu3yeTcsl TpyOuaThiM pac-
HIMPEHHUEM cOOMpaTeIbHBIX TPYOOUEK, OrpaHMYCHHBIM NHpamMuIamMu. [1o 1aHHbBIM
9KCKPETOPHOH yporpaduu, n300paKeHHe MOYeK MPH ITOM 3a00JCBAHUH MOXKET
6b1Th noxoxuM Ha nposBieHuss AJIIBII, o npu KT uwmu MPT kopkoBoe Belie-
CTBO ITOYKHU BBITVISITUT HETIOBPEIKICHHBIM.

5. JIBycTOpOHHUE NaparneibBUKalbHble KUCTbl. OHU MOTYT ne(opMUPOBAThH
MMOYEUHYTO JIOXaHKy U YaImeuku, u ux MoxkHo cmyTarb ¢ AJ[I1BIT mpu sxckperop-
HoH yporpaduu. OTCyTCTBHE KHCT B KOPKOBOM CJIO€ IO3BOJISIET OTIMYUTH UX OT
AJIIBII.

I'eneTHueckue paccTpoiicTBa. Y B3pOCIbIX IPH OTCYTCTBUU CEMEHHOIO aHa-
MHe32 MOJIMKHUCTO3a CIIelyeT YUUTHIBATh BO3MOXKHBIE TEHETHUESCKHE PacCTPOCTBRa:

1. TyGepo3susiii ckiepos. [Ipu stom 3aboneBanun y 20-30 % nauueHTOB
TaKke MOTYT HaOIIONAThCsl MHOXKECTBEHHBIE KUCTBI IMOYeK. [IJIsl HONTBEpIKACHHUS
JIMarHo3a TyOepo3HbIH CKIIepo3 HEOOXOAUMO OLICHUTh JPYTUe MPOSBICHUS ITOTO
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3a00/IeBaHNs — AHTMOMMOJIMIIOMBI [IOYEK, aHIMO(GUOPOMBI JINIA, TMIIOMETIAHO-
TUYHBIE ISITHA U y3JI0BbIE TaMapTOMBbl CETYATKU.

2. Cunapom I'unnens—JIunpay. IToMuMO KUCT 1OYEK, YaCTOTa KOTOPBIX CO-
ctaBiseT okono 20 %, y ManueHToB ¢ 9THM 3a00JIeBaHUEM MOTYT HaOIIOAaThCS
TEMaHTHOMBI CEeTYaTKH, CBETIOKJICTOUHBIN pak IOUKY WIN HaloueyHuka (puc. 10
u 11, a), remanrno6nacToMbl Mo3xkeuka (puc. 11, 6) 1 CIUHHOTO MO3Ta, (PEOXPOMO-
LUTOMa, HJOKPUHHBIE OIIYXOJIM MOXKETyA04HOH xkene3bl. HewacTo mamueHTram
C KHCTaMH TI0YeK, HO 0e3 IPYTruX MpOSBICHUI 3a00JIeBaHUS, MOXKET OBITH OIIH-
6ouno nocrasneH auarHo3 AJIIIBIL. IIpaBunbHBIA AMAar€Ho3 B KOHEYHOM HTOTE
YCTaHABJIMBAETCA MPH TAKOM MAaTOTHOMOHUYHOM Ui cuHapoma ['unnens—JIunnay
OCIIO)KHEHUH, KaK FeéMaHrno01acToMa.

Puc. 11. ilnarHocTHYECKNE OTANYATENbHBIE TpU3HAKK cuHapoMa ['nmmens—JInnnay:
@ — KWCTBI TIOYEK C MPU3HAKAMHU MATUTHU3AINN; 6 — TEMaHTHOOIacTOMa MO3KedKa ¢ (hopMu-
POBaHMEM KHUCTBI U3 €€ CTEHKH

3. AyTOCOMHO-/TOMUHAHTHOE TYOYJIOMHTEPCTHIMAIBHOE 3a00JICBaHUE TIO-
yek. B ommune ot narmentoB ¢ AIIIBII, npu sTom 3aboneBaHnu MOTyT HaOITIO-
JIaThCSl KUCTHI TIOYEK B KOPTUKO-MEAYJUIAPHOH 30HE; MOYKH MOTYT OBITh YMECHbB-
LIEHHOTO WJIM HOPMAJILHOTO pa3Mepa, OTMeYaeTcs TUIepypUKeMUs U Iojarpa.
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4. Hedponarus, cBs3aHHas ¢ SAEpHBIM (akTopoM renaronutos-1p (Hedpomna-
Tus, cBsi3anHas ¢ myrarmeit HNF1B). DTo 3a0oneBanne XxapakTepr3yeTcsi BRICOKOU
(heHOTHUITYECKOH TeTePOreHHOCThIO, KOTOPAask BKIIIOYAET: CTPYKTYPHBIC H3MEHEHUS
nouek (KucThl movek y 60—80 % mannueHToB, MyJIbTHKHCTO3HAS TUCILIA3Ms, O]
HOCTOPOHHSISI MJTH JIBYCTOPOHHSISI ar€He3Hs1); HApPYILICHUs KaHAJIBI[EBOTO TPAHCIIOPTa
(TUIIOMarHUeMHsI, THITOKAINEMHUS], THIIEPYPUKEMHUST); XPOHHUECKYIO TYOYIOUHTEp-
CTUIMAJIbHYIO HE(PPOIIATHIO; aHOMAJIUU PA3BUTHS ITOJIOBOW CUCTEMBI; CaXapHbIi
Ja0eT, SK30KPUHHYIO TUCOYHKIIHIO TODKETYI0UHON KeNe3bl X U3MEHEHHe (hyHKIIIN
MICYCHH B BUJIE ACHMIITOMATHYECKOTO TIOBBILICHHUS TIEYCHOYHBIX ()EPMEHTOB.

5. AyTOCOMHO-/TOMUHAHTHAsI TIOJIMKUCTO3HAsE 00JIe3Hb TIeYeHU. DTO 3abosie-
BaHue oruuaercs ot AJIIBIT HeGoNMbIIMM KOJIMYECTBOM KHCT B MOYKAX WIIM MX
MIOJIHBIM OTCYTCTBHEM. TeM He MeHee, B HEKOTOPBIX ClIydasX TPYQHO OTIMYUTH
nerkyro ¢popmy AIBIT ¢ kuctamu IE4eHU OT JIETKOH ayTOCOMHO-JIOMUHAHTHON
MOJIMKUCTO3HON OOJNIE3HU IEYEeHH ¢ KHcTaMu rmodek. CeMeiHbIl aHaMHe3 MOXKET
OBITH MOJIE3HBIM, HO JUIS TOCTAHOBKHM OKOHYATEJILHOTO JIMarHo3a rnorpedyercs re-
HETUYECKOE TECTUPOBAHHE.

6. X-CLeIJICHHbI! JOMUHAHTHBIN OpodaluoAUTruTaIbHbI cHHApOM I Tuma.
VY JKEHIMH ¢ 9TUM PeAKHUM 3aboeBaHHeM (Y MY)KYWH — TIpeHaTalbHas JieTalb-
HOCTB) MOYKH MOTYT ObITh HeoTIHYuMbl oT AJITIBII. /Iy mocTaHOBKYM AMarHo3a
HEOOXOIMMO OIIEHMBATh BHEIOYEUHBIE MPOSIBICHUS, KOTOPBIE BKIOYAIOT Opajb-
HblC (THIIEpIUIaCTHUECKAsl y3/1eUKa, PACILeINHA A3bIKa, PACILeINHA He0a MU T'yObl
Y HEMPABUIILHOE PACTIONIOKEHHUE 3y0O0B), JIMIIEBbIC (IIIMPOKUI KOPEHB HOCA C THUIIO-
IUTa3ueil HOCOBBIX KPBUIBEB M CKYJIOBOW KOCTH) W MajblieBble (Opaxu-, CHH-,
KIIMHO-, KaMIITO-, TOJIMIAKTUINN) AaHOMAJINH.

KOHCEPBATUBHOE JIEYEHHME

OcHoBHble moaxob! k jedenuto AJITIBIT HanpaBieHbl Ha CHUXKEHHE 3a00-
JICBAEMOCTH M CMEPTHOCTH OT OCJIOKHEHHH, BBI3BAaHHBIX IMPOrPECCHPOBAHHEM
MOJIMKKCTO3HOM OO0JIE3HU U HACTYIJICHHEM €€ TePMUHAIILHOU cTaauu. B mocnen-
Hee BpeMsl NOSBUJIACh BOBMOXKHOCTbD ITaTOI€HETUYECKOW Tepaliy aHTaroHUCTaMu
Ba30IMpPECCHHA, JCHCTBUE KOTOPHIX HAMPABICHO HA YMEHBIICHHE KOJIMYECTBA U
pa3MepoB KUCT U cOXpaHeHHe (QYHKIUH 1odek. [ Ha3HaueHMs Tepanuu aHTaro-
HUCTAaMH Ba30MpEeCCHHA HEOOXOMMO BHAYAJIE OIICHUTh PUCKU OBICTPOTO Tporpec-
CUPOBAHUS MOJIMKUCTO3A.

Bcem manmentam ¢ AJITIBIT HeoOXoanMo 00eCIeYTh:

— KOHTPOJIb apTEPUAIILHOTO JIABJICHHS

— OrpaHHYCHHUE MOTPEOICHUS HATPHS,

— YBEJIMYCHHUE MOTPEOJICHHS HKHUIKOCTH.

KoHTpo.ib apTepuabHOro aaBjieHusi. BonpInoi BEIOOP aHTUTHUIICPTEH-
3UBHBIX IPENapaToB U, MPEXKJE BCETO, YBEIMUYEHUE YACTOTHI MCIOJIb30BAHMS
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uHrn6uropoB PAAC 1no3BosisieT HepeaKo OTCPOUUTh HACTYINICHHE TEPMUHAIBHON
CTaJ Uy MMOYEYHON HETOCTATOYHOCTH Ha 45 net y i, nomydatonmx nAIlD nmn
0JIOKAaTOPBI PELENTOPOB aHTHOTeH3HHA [1.

IIpu oTcyTcTBMY IPOTHBOIIOKA3aHUH B KAYECTBE MPETIapaToOB TIEPBOIl THHUT
HeoOxoaumo paccmarpuBath HATID, a npu HeIH(HEKTUBHOCTH X IPUMEHEHUS —
Ha3Ha4yaTh OJIOKATOPHI PEeleNTOPOB aHrnoTeH3uHa 1.

IeneBoe aprepuanbHOe AaBineHue i OonbmrHCTBa nanueHToB ¢ AJIITBIT
PEKOMEHIyeTCs MOICPKUBATh B ripesenax 125—130/< 85 MM pt. ct. IJ1st MOJIOBIX
mui B Bozpacte ot 18 1o 50 ner ¢ pacyetHoit CK® (pCK®D) > 60 ma/mun/1,73 m?
peKOMEHIyIOTCsl Oojlee HU3KHE HU(PHI IEIeBOr0 apTepHaIbHOTO TABJICHUS, YTO
MTO3BOJIIET CHU3UTH PUCK CEPICYHO-COCYUCTHIX OCIOKHEHUH.

JlocTikeHue 11e1eBOro apTepruatbHOTO JaBICHHS TO3BOJISET CHU3UTD TEMIIBI
pocTa KUCT MOYeK, a Y allMeHTOB BBICOKOTO prcka (knacc 1E mo knaccupukanun
KIMHUKKA Melio) 1axe 3aMe/UInTh cKopocTh cHIkeHHst pCKD.

TIpu HEBO3MOXKHOCTH JAOCTHIKCHHUS LIEJIEBOTO apTEPUAIILHOTO JABJICHUS NIPU
npuMeHeHnd HATID uiu O610KaTopoB perenTopoB anrnoreH3uHa Il pekomenayer-
Cs1 IOCJIEA0BATEIbHO HA3HAYATh:

— OeTa-0oKaTOPhI MM KOMOHMHAIHIO OETa-0JI0KaTopoB U anb(ha-0JI0KaTopoB;

— QHTarOHUCTHI KAJIBI[EBBIX KAaHAJIOB, IPU ATOM MPEAIIOYTCHUE CIICIYET OT-
JaBath 0oJiee MSTKUAM IO JICHCTBUIO HEAUTHIPOIUPHUIMHOBBIM Orokaropam Ca™
(nmmntuazem, Bepanamui 1 Jp.), a He AUTHIPOIUPUIUHOBEIM (HU(EAUTHH, aMIlo-
JIATIAH ¥ TIP. ).

JIMypeTHKH B Ka4ecTBE MpernapaToB MEPBOi JIMHUKM Ha3HA4YaTh HE PEKOMEH-
JIyeTCs U3-3a X BIUSHHS Ha Ba3ONPECCHH.

Orpanunyenne norpedaeHus cou. [lannenraM ¢ MOJIUKUCTO30M PEKOMEH-
JIyeTcsl OTPaHHIHUTh OTPEOIeHNe HaTPHs 10 2 T' B IEHb U MEHBIIIE (4TO MPUOIU3H-
TEJIbHO COOTBETCTBYET 5 I' coiu). [list COOMIONEHUS 3TOr0 PEKUMA PEKOMEHTyeT-
Csl OPUEHTUPOBATHCS HA YPOBEHb HATPUS B CyTOUHON Mode. bbulo mokaszaHo, 4To
0oJiee BBICOKAst HKCKPEIHS HATPHsI C MOYOH CBSI3BIBACTCS C TIOBBIIICHHBIM PUCKOM
pocTa KHCT U YBEJIMYCHHUS B 00beMe Mouek, a Takxke cHmkeHus: pCK®D. [Tomumo
MOJIOKUTENILHOTO BO3/ICHCTBUS Ha (DMIBTPAIIMOHHYIO (DYHKIIMIO, CHH)KEHHE I10-
TpeOIeHUsI HATPHSI TOMOXKET YIYUIIHTh KOHTPOJIb apTePUaIbHOTO JaBICHUSL.

YBeauuenune norpedaeHus KUAKOCTH. [laneHTaM ¢ NOJIUKHUCTO30M NpU
OTCYTCTBUH CEPJECYHO-COCYAHMCTHIX 3a00NIeBaHHU, PUCKA Pa3BUTHUs TUIIOHATpPHE-
MHUH PEKOMEH/IYETCSI BBIITMBATH JI0 3 JI )KUIKOCTH B JICHb. YBEJIIMYEHHUE MOTpedIie-
HUS KUIKOCTU BEIET K CHIDKCHUIO ocMoisuibHOCTH Moul < 280 mOcwm/kr. Takoe
BBICOKOE IMOTPEOJICHHE KHUIKOCTH MOMOTaeT CHU3UThH IMOBBINICHHBIH PUCK He(-
ponuTHA3a, a Takke CIIOCOOCTBYET 3aMEITICHUIO POCTa KHCT 32 CUET MOJaBICHHUS
YPOBHS Ba30IPECCUHA B IJIa3Me. YBEIMYEHUE NOTPEOICHNUS KUIKOCTH HHTHOUPY-
€T aKTUBHOCTh Ba30IIPECCHHA B IJIa3Me U IpelaraeTcst Kak BO3MOXKHBIN Tepares-
TUYECKUH MeXaHU3M nojasieHus pocra kuct mpu AJIITBIT.
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Kpome BbIlIeyKa3aHHBIX MEPONPUATHH, HEOOXOIUMO BBISBIISITH PYIIIBI BbI-
COKOoro pucka mporpeccupoBanusi XbII mis BO3AMOXXKHOTO Ha3HA4YEHUs TEparuu
JIPyTUMH aHTarOHKUCTAMH Ba30IpPECCHHA.

BoisiBinenue rpynn pucka. Hanbosee npenmodTUTETLHBIM METOIOM BBISB-
JIEHUs MAIUEHTOB ¢ BBICOKUM pruckoM nporpeccupoBanus AJIIIBII sensiercs knac-
cudpukanus kmHukd Meito. Kitacesr 1C, 1D u 1E onpenenstorcst Kak BBICOKHI
PHCK IIporpeccupoBanus BIIOTh 10 5-i craguu XBII. HeoOxomumocTs Havana
I13T B Teuenne 10 net y marueHToB ¢ kinaccom 1E cocrasmser 22,3 % ams momo-
JIBIX JHIL U 66,9 % /17151 BO3pacTHBIX JIUIL.

AJBTepHATUBHBIMH KPUTEPUSMH BBICOKOTO PHCKaA IIPOIPECCUPOBAHMS ABIISIOTCS:

— B3pOCIbIC MalMeHThl B Bo3pacte 10 55 jer BkiountenbHo ¢ pCKD
< 65 mur/mun/1,73 M2

— cpenHsis uimHa nodku (1o ganHbM Y3U, MPT wmu KT) > 16,5 cm y na-
IMEHTOB B Bo3pacte A0 50 neT, uto mpeackasbiBaet pazsutue XbII 3-if cragum;

— oneHka 1o mkaixe PROPKD > 6.

[ITkama PROPKD (Predicting Renal Outcome in Polycystic Kidney Disease)
M03BOJISIET OLIEHUBATh BEPOATHOCTh HacTymieHus: 5-i craauu XbBII y tex manu-
€HTOB, Y KOTOPBIX UMEIOTCS PE3yJIbTaThl FeHETHYECKOTo aHanu3a. OIeHKa Bapbu-
pyercst ot 0 10 9 u BKJIrOYaeT B ceOs CIIEAYIOIINE ITapaMeTphl: M0J, BOSHUKHO-
BEHHE THIEPTCH3UH 110 35 JIET, pa3BUTHE MEPBOTO yPOIOTHIECKOTO COOBITHS O
35 ner, mytauuio PKD1 no cpaBuenuto ¢ PKD2, a Taxke «yKopauMBaroIie) Win
«He ykopauuBaromiee» mytanmnu PKD1. [To mxaie PROPKD manmenTs! monpasse-
JISIFOTCS Ha TpyTIibl ¢ HU3KUM (0T 0 10 3 6ansioB), npoMexxyTouHbIM (0T 4 110 6 Oas-
JI0B) ¥ BBICOKHM (0T 7 710 9 GaisioB) prickoM nporpeccupoBanust XbIT co cpeqHum
Bo3pacTom Havaina [13T 70,6, 56,9 u 49 et cOOTBETCTBEHHO.

AHTaroHucT Ba3zonpeccuHa. OnH U3 MPEACTaBUTEIEH ITON TPYIIHBI TIpe-
naparoB — TosBanTaH (kox ATX — C03XA01).

TonmBanTaH sSIBISETCS CENEKTUBHBIM aHTArOHUCTOM V2-perenTopa Ba3ompec-
cuna (V2R) kopoTKoro AeWCTBHS ¢ JOKa3aHHBIMH ITOJIOKHUTEIbHBIMU PE3yJIbTaTa-
mu seuenns nanuerToB ¢ AJITIBI1. Bazonpeccun Bo3aeiictByer Ha V2R, koTOphie
PacHoNIOKEHBI B COOUPATENbHBIX TPyOOUKax, U CHOCOOCTBYET NpoIH(epaluy u-
TEJIUSI U CEKPELNH JKUIIKOCTH, CTHMYITUPYIOIUM (hopMupoBaHue KUCT. TonmBanTan
OJIOKMpYET JIeHCTBHE Ba30NPECCHHA, TEM CAMBIM NPETSATCTBYS 00pa30BaHUIO U PO-
CTy KUCT. DTOT Ipenapar MoKa3aH JJIs JISUeHHs MTOJIMKHCTO3a MTOYEK Yy MallueHTOB
crapure 18 jer.

Ha puc. 12 moka3zana cxema Hauaja ¥ IPOAOHKSHHSI TIpUeMa TOJIBAaIlTaHA B
3aBucuMoctd 0T CK® 1 00beMa KHCTO3HBIX 00pa30BaHUi B IOYKAX, BI3BIBAFOIIMX
MIOSIBIICHHE CUMIITOMOB (00N B TIOSICHUIIE, POCT apTEPHAIBLHOTO JABICHHUS H JIP.).

IToka3aHusiMu 11 Ha3HaueHHWs TOJBANTAaHA y B3POCIBIX MAIMEHTOB
¢ AJITTBIT siensiercss pCK® > 25 mur/mun/1,73 M? ¥ UMEIOIIUIICS BBICOKHIT PUCK
ObIcTporo nporpeccupoBanust XbI1.
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TonBanTan

CuMITOMBI S

Puc. 12. Pexomenamuu no Ha4dally rpuema ToJBaIlTaHa IpH IMOJIUKHUCTO3€E MTOYCK

Bb1I0 IPOBEACHO 2 paHIOMU3UPOBAHHBIX KOHTPOIMPYEMBIX HCCIICIOBAHUS
ToJIBanTaHa Ha n30panHo# nomysiimu nanuenTos ¢ AJIITBIT: TEMPO u REPRISE.

B wuccnenopanue TEMPO (3¢dexTuBHOCTS M 0€30MaCHOCTh TOJBANTaHa
npu AJITTBIT) 6buto Brirodeno 1157 manuentoB ¢ pCK® > 60 mu/mun/1,73 m?
u TKV > 750 mn. Beuto moka3aHo, uto exeronHoe ysenuueHue TKV Obuio
MEHBIIE CPeNy MAIMEHTOB, MOMyYaBIINX TOJBANTAaH, [0 CPABHEHHUIO ¢ IUIanedo
(2,8 % mporuB 5,5 % coorBercTBeHHO). ExeronHoe cumxenne pCK® Ttaxxke
OBUTO MeJIeHHEee CPeAr MAalWeHTOB, MOJyYaBIIMX TOJBANTAaH, MO CPAaBHEHHUIO
¢ koHTposieM (—2,72 mportus —3,70 mu/mun/1,73 M* B rox). TonaBantaH yMeHb-
I CKOPOCTh TafeHus: (QYHKIMH TOodYeK depe3 3 roxa (OTHOLIEHHE PUCKOB
0,39; 95% AU 0,26-0,57) 1 4acToTy KIMHUYECKH 3HAYUMBIX OOJIell B TOYKax
(orHomenue puckos 0,64; 95% AU 0,47-0,89). Kpome Toro, TonBantan uepes
3 roga npuemMa MpHBeN Jaxe K YMEPEHHOMY CHHIKEHHIO CHCTOINYECKOTrO U JU-
ACTOJIMYECKOTO apTEepPHANBLHOTO JaBIeHUS (CpemHee aOCONIOTHOE HW3MEHEHHe
—3/-1,4 mpotus +1/4+0,2 MM pT. CT.).

B wmuoromentpoBom panmommupoBanHoM uccienoBannn REPRISE (Boc-
[IPOU3BE/ICHUE 10KA3aTEeIbCTB COXPAHEHHON (DyHKIUM [IOYEK: HCClIef0BaHue 0e3-
omacHocTd ¥ 3dekruBHocTH TosBanTana nipu AJITTBIT) usyuancs sddekr Ton-
BaIlTaHa y MAIUEHTOB C MOJIMKUCTO30M O cHIkeHHOH CK®; Takue maneHTsl, Kak
MpaBUJIo, HEe BKItOUaKch B uccnenoBanne TEMPO. B HabmoneHune ObUIH BKITHO-
YeHBbI MaUeHTHl B BozpacTe oT 18 1o 55 ner ¢ pCK® ot 25 go 65 mi/mun/1,73 m?
U Juia B Bospacte ot 56 1o 65 snet ¢ pCK® ot 25 no 44 mur/mun/1,73 mM? ¢ nipu-
3HakaMu cHxkeHus pCK® ue menee 2 mi/mun/1,73 m?. REPRISE Bxittodan Bock-
MUHEIEJBHBIA MePHOJl NPEeIBAPHTEILHON PaHAOMHU3AINK, B TEUEHHE KOTOPOTO
[alMeHTaM IOCJIEA0BATEIbHO BBOAWIN IUIaned0 M TOJMBANTaH ISl OLEHKU HX
CIOCOOHOCTH TIEPEHOCHUTH ITOT Tpernapar. [lannueHTsl, KoTopble He TepeHOCHIIN
ToNBaNTaH B 7103¢ 60 Mr yTpoM u 30 Mr BeuepoM, He ObUIN paHIOMU3HPOBAHBL, B pe-
3yJIBTaTe Yero OKOHYATEIbHBIN pazmMep BbIOOpkH coctaBmi 1370 nanuenros. Uepes
12 mecsine n3menenne CK® 1o cpaBHEHHIO ¢ MCXOIHBIM YPOBHEM OBLIO HIKE
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cpeau TeX, KOMy Ha3Ha4aJcsi TOJBAITAaH, 10 CpaBHEHHUIO ¢ Tuianedo (—2,34 mpo-
B —3,61 Mi/mun/1,73 m?); rpynmoBas pasHuiia coctasuia 1,27 ma/mun/1,73 m?
(95% 11 0,86—1,68).

OTH JNaHHBIE IOKA3bIBAIOT, YTO CPEOH JIMIl, KOTOPbIE MOTYT HEPEHOCUTDH
mpernapar, TOJNBAaNTaH 3aMeUsieT CHIKeHNEe (QYHKIUH MOYeK, JaKe eCIIU HCXOJI-
Hast pCK® 3HaunTENFHO CHIDKEHA. XOTS JOJTOCPOYHBIE PUCKH U MPEUMYIIECTBA
TOJNIBaNTaHa HEe OICHUBAIHUCH B paMKaX dTHX KIHMHHYECKHX HCCIIEMOBAHUMN, IKC-
Tpanossiiust JaHHbeix uccnenoBannii REPRISE u TEMPO nokasana, 9to TonBar-
TaH MOXKET IIPOUIUThL BpeMs 10 pa3Butus 5-ii ctaguu XBII ot 6 no 9 ner cpean
MAaIMEeHTOB, KOTopble HaunHaroT TonBantad ¢ pCK® < 60 mu/mun/1,73 M2 1 naxke
JIOJIBIIIE CPEN TeX, KTO HAYMHAST PUEM TOJIBaNTaHa paHbIIIe.

CyImiecTByIOT MPOTUBOINOKA3aHUs Il Ha3HAaueHMsl TojBanTaHa. Ero He
clielyeT TPUMEHSThH y MAI[MEHTOB ¢ HapyIICHHEM WIIH MOBPEKICHHUEM IMEYCHH:
OCTpPBIM TETIaTUTOM JIFO0O0H 3THOJOTHH, TOBBIIICHHEM YPOBHS IIEUEHOYHBIX (ep-
MEHTOB, TIPEBBINIAIONINM B 3 pa3a BEPXHIOIO IpaHUIly HOpMbI. TonBanTaH He Ha-
3HAYaeTCs MAlMeHTaM C THIIEpPHATpUeMHUeH, HeCToCOOHOCTBIO TyBCTBOBATh Ka-
XKy (aaumcus), TUTOBOJNIEMHEH, HApyIICHHEM YPOIMHAMHUKUA OOCTPYKTHBHOIO
reHe3a ¥ ¢ OTHOBPEMEHHBIM IPHEMOM JTHYPETHKOB.

IpennoutuTenbHas HaYaIbHAS 032 COCTABIsIeT 45 MTr yTpoM U 15 Mr depes
8 u u 10 HacTymeHus 16:00, 4TOOBI YMEHBIIUTD PHCK TSKEIOW HUKTYpHU. OOBIYHO
J103a YBEIIMYUBACTCS KaXKable 1—4 HeJenu, B 3aBUCMOCTH OT MIEPEHOCUMOCTH,
110 MakcuMasibHOU — 90 Mr yTpom u 30 Mr Bo BTOpoit mosioBuHe jus (10 16:00).

CTerneHb CHIKSHUSI OCMOJISIIBHOCTH MOYH, JIOCTUraeMasl Py MPUMEHEHUH
TOJIBaNTaHa, KOPPEIHPYET CO CKOPOCTBHIO 3aMEIJICHUS] POCTa KHCT, OJHAKO OHa
YMEHbIIIAETCS Y MAI[MEHTOB C HAPYIICHHOW (YHKIUEH TOYeK.

TuTtpoBanue 03Bl CIIEAyeT NPEKPAaTHTh, €CIU Y TalHeHTa pPa3BUBACTCS
BBIP@XKEHHAS TTOTHYPHSI/TIOTUAUIICHS, THIICPHATPUEMHUSI WIH OTMEYAeTCsl MOBBI-
[IEHHE YPOBHS MEYSHOYHBIX (PEPMEHTOB /WM POCT KOHIEHTPAIIMU KpeaTHHHHA
B cbiBopoTke Ha 30 %.

TToGounbIe 3 PEKThI TPU TPUEME TOJIBANTAHA:

1) xxaxna — or 4 10 55 %;

2) monmuypust — ot 5 10 38 %;

3) HukTypus — ot 5 110 29 %;

4) nonmuaurcus — ot 2 1o 10 %;

5) runepHarpueMust — ot 1 10 4 %;

6) TOBBINIEHUE YPOBHS (hepMEHTOB TIedeHH — OT 1 110 6 %.

st obecrnieveHust 6e30MaCHOCTH MAIIMEHTOB, MPUHUMAIOIINX TOJIBANTAH, He-
00XOIIMO OIICHMBATh YPOBHHU allaHnHaMUHOTpaHc(epasbl (AJIT), acmapraramMuHo-
tpancdepasbl (ACT) n OumpyOrHa niepes; HayaioM JiedeHus, yepes 2 U 4 Heienu
MocJie Hayajla IpHeMa TOJBalTaHa, a 3aTeM eKeMEeCSYHO B TeueHue 18 MecsIes,
B JAJbHEHIIIeM — eKEKBAPTAIbHO BO BpeMs MpHeMa JIEKapCTBEHHOTO Tpenapara.
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Takoif MOHUTOPUHT CBs3aH ¢ TeM, uto nosbimeHue AJIT u ACT, cBsi3zaHHOE C Te-
pariieii ToJIBaNTaHOM B BBIIICYKa3aHHBIX McClienoBaHusX (Oosee ueM B 3 pasa mpe-
BBIIIAIOLIEE BEPXHIOK IPAHUILy HOPMBI), Yallle BCETO BO3HUKAJIO B TeueHue 18 me-
CsIIEB TOCIIe Hadyaja JICYSHHs M BO3BPAIIANOCh K HOPME TOCIE TPEPHIBAHMUS WIT
IpeKpalleHus Kypca Tepanuu. [1py nosBIeHUH IPU3HAKOB WIH CUMIITOMOB, CBHJE-
TEJILCTBYIOIINX O MOBpeXAeHUH niedeHH, oBbieHnd AJIT, ACT unu OunupyOuHa
Goree yeM B 2 paza II0 CPaBHEHUIO C BEPXHEH rpaHulieil HOpMbl, IPUEM TOJIBalTaHa
ClIe/TyeT HeMEUICHHO TPEKPATHTh U TOBTOPHUTH aHaM3bl uepe3 48—72 u. Eciu nabo-
paTopHbIe OTKJIOHEHUS CTAOMIM3UPYIOTCS MIIM HCYE3HYT, IPHEM TOJIBAlTaHa MOXKHO
BO300HOBHUTH C YBEIMYEHUEM YaCTOTHl MOHUTOPHHTA.

[Taunenram, IPUHUMAIOLIUM TOJIBANITaH, CJIELyeT BPEMEHHO IIPEKPATUTh €ro
IIPUEM B CHTYallUsIX, KOT/Ia TIOTPeOJIeHUE BOABI MTAIIMEHTOM MOXKET OBITh HEOCTa-
TOYHBIM (HampUMep, TSDKeNoe 3a0oieBaHue, TaCTPO3HTEPUT, O0IIast aHEeCTe3Hs,
Jpyras IpUYUHA OTCYTCTBHS AOCTYIIA K BoJe U T. 1.). [IpueM TonBanTana He clie-
JIyeT BO30OHOBIIATH JI0 T€X I0p, OKa HOTPEOICHNE KUIAKOCTH HE HOPMATIU3YeTCs.

Jpyrue Bapuantsl jgedyenusi AJAIIBII. Comatoctatna — mpenapar -
TEJIBHOTO JIeHCTBUSL (OKTPEOTH[), aHAJIOTU COMATOCTAaTHHA (JaHPEOTHI M IacH-
PEOTHT) MOTYT CHIKATh HAKOIUIEHHE YKUIKOCTH B KHCTaX IOYEK M TIEYCHH y Ma-
LUEHTOB C MOJUKUCTO3HOU OoJe3Hbl0. COMAaTOCTATUH U €r0 aHaJOTU SIBIISIOTCS
WHTHOUTOPaMH POCTa, U OHU MOTYT CHU3HUTB POCT KUCT, OJIOKUPYS CEKPEIHIO XJI0-
PHUJIOB B KUCTBI U T€M CaMBIM CHMXKasi 00bEM >KUIKOCTH B KHCTaX IOYEK U Ieue-
HYU. OIHAKO IPUEM JTHX MIPENapaToB He 3aMeIIIIeT IPOTrPECCHPOBAHNE CHIDKEHUS
(GyHKLIUY [T0YEK, ¥ IPU 5TOM OHU MOTYT BbI3BATh PsII HEXKEJIATEJIbHBIX ITOOOUYHBIX
s¢dexToB (Hanpumep, HHPUIUPOBAHUE KUCTHI TICYCHU TIPH TPUMEHEHUH JIAHPEO-
TUJA, THIEPIIMKEMUS U AUa0eT IpU NPUMEHEHUH IaCUPEOTUA).

Hawnnyumme pe3ynbratsl mpuMEHEHHs STOW TPYIIBI MpenapaToB OBLIN T0-
nydeHsl B uccienosanuu DIPAK 1, B koropom 309 nanuentos ¢ PKD u pCK® or
30 mo 60 mu/mun/1,73 M? ObLTH CITydallHBIM 00pa30M pacrpe/esieHbl Ha 2 TPpyI-
mbl: 1-5 rpynna — ngaspeotu] no 120 Mr noxkokHo 1 pa3 B 4 Heenu B TeUCHUE
2,5 net; 2-s1 Tpymna — CTaHAApTHAsI KOHCEPBATHBHAS Teparus. XOTs JTaHPEOTHT
yMeHb11a1 rogosoii mpupoct TKV (4,1 % npotus 5,6 % B rox), OH HE CMOT 3aMe-
uiTh exeroaHoe cHrkenue pCK® (3,6 mporus 3,5 mu/mun/1,73 M?), He yMEHb-
mun yactoty 30-npouentHoro cHuxenus pCK® (14 % nporus 19 %) u He mpe-
naTcTBOBaNl pasButuio S5-it craamu XBII. Ipemapar Takxke MpuUBOIMI K Ooliee
CephE3HBIM HEXKEIATEIbHBIM ABICHUSAM, BKIIO4as MHGEKUUIO KUCT nedeHu (5 %
npotus 0 %). Jpyroe monrocpoyHoe HCCIIENOBaHHE C ydacTHeM 75 MalUeHTOB
CPaBHMUBAJIO OJJHO- U TPEXJICTHEE BIUSHUE OKTPEOTH/A 10 CPABHEHUIO ¢ ILIanebo
Ha M3MeHeHHue 00Iero oobemMa mouek u Kucrt, a Takke Ha CK®, HO He BLIIBHIO
CYIIECTBEHHBIX Pa3IHMUMil MEX Iy TPpyNIaMu.

Ha ocHOBaHMM MMEIONTUXCS TAHHBIX, COMAaTOCTATHH M €0 aHAJIOTH HE PEKO-
MEHJYIOTCS JUlsl PyTHHHOTO KIMHUYECKOIO IPUMEHEHUSL.
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VIHrHOUTOPBI MUILICHH CUTHAJIBLHOTO MyTH PallaMUIMHA Yy MIICKOIUTAIONINX
(MTOR-UHTUOUTOPBI) — parnaMuIiMH (CHPOIMMYC), 3BEPOIMMYC — YTHETAIOT
KJICTOYHYIO TPOIH(pEPaIHIo, POCT KICTOK U (pOPMUPOBAHHUE KHCT U YCHIIMBAIOT
aroINTo3 SIHUTENNATBHBIX KIETOK, BBICTHIIAIOIINX BHYTPEHHIOI IMOBEPXHOCTH
kucT. PangomusupoBaHHoe nepexpectHoe uccienosanue SIRENA noxrsepauio,
9TO Yepe3 6 MeCSIeB palmaMHIMH CTaOWIM3upyeT (OCTaHABIUBAET) POCT KHUCT.
OpHako Ooee KPYIHBIC PaHIOMH3UPOBAHHBIC HCCIICIOBAHMS HE BBISIBUIIH I10JI0-
JKHTEIIFHOTO BIUSHUS Ha (DYHKLHUIO TTOYEK, HECMOTPS Ha 3aMeIJIeHHE POCTa KHUCT.
B nByxuietHeM BoiiHOM ciieriom uccnenoanun (Walz, 2009), B KOTOpoM y4acTBo-
Baio 433 mammenta ¢ AJITIBIT u cpenneii ucxoqnoit pCK® 55 mu/mun/1,73 m2,
65110 chopMUPOBAHO 2 IPyNIbL: 1-5 Ipymiia Molydasa SBEpOIuMyC, 2-1 — Iulale-
60. Yeenuuenune TKV, uzmepennoe ¢ nomoipto MPT, ObIIO MEHBIIHUM B IpYIITE
9BEPOJIMMYCa IO CpaBHEHUIO ¢ mane6o uepes 1 rog (102 u 157 M cooTBeTCTBEH-
HO) 1 uepe3 2 roma (230 u 301 mu coorBeTcTBeHHO). OIHAKO B TpyIIax He ObLIO
pasnunuuii B cpeaneM cHmxeHun pCK®, mpu 3ToM cpeliHee COOTHOLICHUE Oerka
K KpeaTHHHHY B MOYE OCTAaBAJIOCh CTAOMIBHBIM B I'pyIIe IUane0o0, HO YBEIHIH-
BaJIOCH B Ipymniie 3Beponumyca. ITo6ounsie 3h(HeKThl, CBI3aHHbIE C 3BEPOIUMY-
COM, BKJIFOUAsI JISHKOTICHUIO, TPOMOOIIUTOIICHUIO U THIIEPITUITHAEMHIO, TPUBOIUIN
K BBICOKO} 4acTOTe MpeKparieHus JedeHust (Ipuoau3uTenso y 35 %).

Ha ocHoBanun numeromuxcst JanHbix, mMTOR-MHMMOUTOPBI HE PEKOMEH/TYHOT-
sl 1L PyTHHHOTO KJIIMHUYECKOTO ITPUMCHEHHSI.

[IpumeHeHne aMHUIOpUAa W OTpaHUYEHHE KO(pEenHa MOKET HHIMOWPOBATH
YBEJIMYCHHUE KUCT, YTO OBLIO NMOKA3aHO Ha )KUBOTHBIX MOJEIISIX KHCTO3HOH Ooes-
HH, HO HE OBLJIO YCTaHOBIICHO, YTO OHU (G GeKTUBHBI cpenu nanuenTos ¢ AJIITBIT.

B xnunnyeckom uccienoBanuu 11 ¢asel uzyvanace 6e30macHocTb 1 3P Pek-
THBHOCTH TIEPOPATIHLHOI0 MHIHOUTOpA THPO3UHKHHA3BI — 003yTHHUOa. Cpenu
nanueHToB ¢ pCK® > 60 mu/mun/1,73 M u TKV 750 M1 1o cpaBHEHUIO ¢ ILTa-
11e60 603yTHHUO CHIKAJI CKOPOCTh POCTA TIOYEK, HO HE BIIMSUI HA TOJ0BOE CHU-
wenue pCKO.

B Hacrosmee BpeMst BeIeTcs MOUCK JPYTHX JEKaPCTBEHHBIX MTPENapaToB H
METOJIOB JICYCHHsI (HaIlpHMep, IPUMEHEHNEe MeT()OPMHUHA), KOTOPBIC H3y4ar0TCs
Ha skcriepuMeHTanbHBIX Moaensx AJIIIBII n B kIMHUYECKHX HWCCIETOBAHUAX
dazsr [T u 111

AYTOCOMHO-PEHHECCHUBHAS
MNOJIUKNUCTO3HAS BOJIE3Hb TOYEK

AyTOCOMHO-PELIECCHBHBIA TOJMKUCTO3 TIOYEK SBISETCS PEAKOH Hacien-
CTBEHHOI KHCTO3HOW OOJIE3HBIO ITOYEK, BO3HMKaromied ¢ wactoroi 1 : 6000—
40 000 xuteneit. Berpeuaetes B 20-40 pas pexe, uem AJITIBIT. APITIBIT o6br4HO

36



XapaKTepU3yeTCss OTHOCUTENILHO OBICTPBIM CHMMETPUYHBIM JIBYyCTOPOHHUM YBEJIH-
YeHHEM I0YeK Y JIeTeil paHHero BO3pacTa BCIIEACTBHE 00pa30BaHMUs KUACT U3 COOH-
paresbHBIX TPYOOUeK, a TAK)KEe HAPYIICHUSIMHU (PyHKIINY [IEYSHN Pa3InYHON CTere-
HU, BKJIIOYAsl JUCTEHE3UIO KEITIEBBIBOMSIINX MyTeH U MEPUIIOPTANBHBIA GrOpo3.
B Hebonpmom npouente ciyuaeB APTIBIT moxer mposiBUTCS y AeTel crapuiero
BO3pacTa, MOAPOCTKOB MIJIM MOJIOJIBIX JFONIEH KIMHUKOW MOPTaIbHON THIIEPTEH3UN
i xonaurura. M3penxa APIIBIT MoxxeT NposBUTCS y HMOXKUIBIX JIOEH, B 00JIb-
[IMHCTBE CJIy4aeB — KIMHUKON 3a00JIeBaHMIA TIEYeHH U MX OCIIOKHEHUH, HO HHO-
IJ1a ¥ MOYEYHBIMHU TPOSIBICHUSMH, TAKUMH KaK TPOTEHHYPHS, HEPPOIUTHA3 H TIO-
YeyHasi HeI0CTaTOYHOCTb.

APIIBIT MmoxxeT BO3HUKHYTb Yy OpaTheB U cecTep, Ho He y poauteneit. APTIBIT
HaAOTFOAETCs y YSeTBEPTH MOTOMKOB HocuTels reHa (puc. 13). Bee ciyvan tTunuy-
Hoii APIIBIT Be3Banbl myTauusimu B reHe PKHDI1 na xpomocome 6p21.1—pl2.
Taxoke ObLTO TOKa3aHo, uTo MyTanu PKHD1 oTBeTCTBEHHBI 32 pa3BUTHE 00JIC3HU
Kaponu. Kpome nospexxaenuss PKHD1, myranuu eme onqHoro rena — DZIP1L —
cBs3anbl pazsutueM ¢ APTIBIL.

[ 3n0posbiii

M BonbHoin

1 3poposblit 1 1
HOCUTeNb reHa

Puc. 13. OcoGeHHOCTH PeLeCCHBHOTO HACIEIOBAHMUS MOINKUCTO3a

®dubponuctun (460 x/la) — 6enok, koxupyembiii PKHD1, kak u momumucTu-
HBI, JIOKaJIM3yeTcsl B nepBUUHBIX pecHuukax. APIIBII nopakaer kak Mo4kH, Tak U
MIeYeHb B 00paTHO# mponopuuu. To ecTh, 3TO 3a00JIeBAHUE TIPOSBIIETCS, C OHOMN
CTOPOHBI, KaK TSDKEI0€ IOpaskeHUe IOYEK C JIETKUM MOPaKEHUEeM IIEUeHH, a C Ipy-
roif CTOPOHBI, KaK JIETKOE IOPaKCHHE IO0YEK C TKENIbIM MOPAKEHUEM IICUEHU.
DopMa ¢ TSDKEIBIM IOpaskeHUEM I10YeK — 3TO 0oJiee PacIpoCTPaHEHHbIH THII 110-
BPEIKICHUSA, KOTOPBIHA MPOSBIAECTCA BHYTPUYTPOOHO MITH IIPH poxkaeHHN. bomesHs
C MEHEC BBIPAKCHHBIM IOPAXKEHHEM IIo4eK U Oosee TshKeNIbIM 3a00JeBaHHEM
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[IEYECHH BCTPEUAETCsl PeKe U OOBIYHO NMPOSIBISIETCS B MIIAIEHUECTBE, IETCTBE WU
0ostee MO3IHEM BO3pacTe.

ITouxu npu nepuHatanbHON U HeoHaTanbHOH popmax APIIBII yBenuyeHsl
CHMMETPHYHO U ABYCTOpOHHE Oonee 4eM B 20 pa3 OT HOPMEIL, I X yBEINICHHE
MOXET ObITh NPUUUHOM nuctonuu (puc. 14). Cpeanuii Bec 00enx MOYEK MOXKET
coctanisaTh okoiio 300 r (ot 240 1o 563 r) npu HOpMeE OKOJIO 25 T. YBennueHue
oueK 00yCIIOBJICHO BEPETEHOOOPa3HBIM PACIIMPEHUEM COOUPATENBHBIX TPyOOUueK
110 1-2 MM B KOPKOBOM M MO3TOBOM BelllecTBe. B Hanbosee TSHKENbIX CIyvasx Mmo-
paxatorcst noutu 100 % cobuparenbHbIX TpyOouek. Pacmupenne cobupaTenbHbIX
TpyOOUEK pa3BUBACTCS BO BHYTPUYTPOOHOM MEPUOJIE, @ KITyOOUKH M TIPOKCHMAITbHBIC
3JIEMEHTh! He()pOHA BRIIAAAT, KaK IPAaBUIIO, HOPMaJIbHBIMU. PaciiupenHsie codu-
paTenbHbIC TPYOOUKH BHICTIAHBI THITHIHBIMI KyONdeCKHUM 3ITHTETHEM. Y HOBOPO-
JKJICHHBIX C 3THM 3a00JIeBaHUEM 4acTO BCTpeyaeTcs Kalbl(UKaIs TKAaHU T0YEK.

Puc. 14. Oprassl MiIaieHIa ¢ ayTOCOMHO-PEIIECCUBHON MOINKUCTO3HOH O0JIC3HBIO TOUYEK:
a — Gonplure Genble MOYKU C BBIPAXKSHHOI JOIBIaTOCTBIO, MHOKECTBO MEIIKHMX KHCT IpUa-
0T MM T'yO4aThlii BUA, TPAHUIIA MKy KOPKOBBIM H MO3TOBBIM CIIOEGM CIVIKEHA; 6 — NEUYCHb
1 HOYKHU: XOPOLIO 3aMETHO, YTO MOYKHU OONbIINe

Bonee nozaaumu kinmHnueckumu nposisneHusMu APTIBIT seistrores mopa-
JKeHHUs TIE€YEHH, CBSI3aHHbIC C MMOPTAILHOMN I'MIIEpPTEeH3UEeH MU SMHM30/1aMH XOJIaH-
I'HTa, BBI3BAHHOTO O0JIe3HBI0 Kaposu, nmpu 3TOM MopakeHHe MOYeK MOXKET OBbITh
Topa3io MeHee BHIPaKEHHBIM, BKITIOUAIOIIIM YKTa3HI0 MEAYIUIIPHBIX COOMpATEIh-
HBIX TPYOOUEK ¢ MUHMMAJIbHBIM yBEJIMUEHHEM o4ek uin Oe3 Hero. Kapruna Ha-
MMOMHHAET MEAY/UIIPHYIO I'yOUaTyIo MO4Ky, 4To TpeOyeT mposeneHue auddepen-
LMAJILHOTO JIUarHo3a.

VnerpasBykoBast kaptuHa modek APIIBII moxer He oTiMdarscsi OT KapTu-
ubl AJITTBIIT. BHenoueuHble (II€YeHOUHbBIE, TOIKETYJ0UHbIE) KUCThI TaKXe OyIyT
CBUJICTEILCTBOBATh O HAIWYUH ayTOCOMHO-JOMHHAHTHOTO 3a00JIEBaHUS, TOTIA
Kak TOpTaJbHbIA (UOPO3 MM NMPU3HAKU MOPTAIBHON T'MIIEPTEH3UH, XOJAHTHUTA
W TUCTEHE3WN JKeTUEBBIBOIIIUX IyTeH OyIyT CBUAETEIHCTBOBATH B IIOJB3Y
ayTOCOMHO-PELIeCCUBHOIO 3a00iieBanys. TpebyeTcs TIaTenbHbli cOop ceMeitHoro
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aHaMHe3a U aHaiu3 cocTosHus poxuteneil. Y3U ponureneit nereit ¢ APIIBIT
He 00HapyKHBAeT KHCTHI, TOTIa KaKk ayTOCOMHO-IOMHHAHTHOE 3a00JIeBaHHE YaCTO
BIIEPBBIC OOHAPYKUBAETCS Y POAUTENS BO BpeMs [IOCTAaHOBKH JHArHo3a y peOeH-
ka. Omnako y poxureneit ¢ AIIIBII B Bo3pacTe ot 25 10 30 meT KUCTHI MOTYT e1iie
He oOHapy>KuBaTbes pu Y3U, U ISl yCTAaHOBICHUS! TUAarHO3a MOXKET HOTpe0o-
BaThCsl oOcienoBanue 0alyIiek U Jaeayniek. B HEKOTOPBIX CilydasXx MOXKET OBITh
I0JIE3HO TeHETUYECKOEe TECTUPOBAHMUE.

JEYEHHUE MOJUKHUCTO3A ITOYEK B TEPMUHAJBHOM
CTAJIUM XPOHUYECKOM BOJIE3HU MOYEK
METOJAMH TUAJU3HOW TEPAITUN

I'emoauau3

Y4uThIBask BEICOKYIO paCIpPOCTPAHEHHOCTh MOJIMKHUCTO3a MOYEK, B OCHOBHOM
3a CUeT JOMHHAHTHOH (OPMBI, MOYKHO MOHSTB, IOUeMY 3TO 3a00JIeBaHHE 3aHUMAET
3—4-e MeCTO cpeay MalKUeHTOB, MOJTYYAIOUIUX OJUH U3 BAPHAHTOB 3aMECTUTEIb-
HOH MMOYEYHOH Tepanu, BKII0Yasi TPAHCIUIAHTAIHIO TIOYKH.

EcTb HEkoTOpBIE 0COOCHHOCTH MPUMEHEHHS METOA0B JHATH30TepaIui pU
MIOJIMKUCTO3HON OOJIE3HN TOUEK, KOTOPBIE CO3/IAI0T PSII CIIOKHOCTEH B obecmede-
HUH aJICKBATHOCTH U 3(PPEKTUBHOCTH MCKYCCTBEHHOTO OYMIICHUS KPOBHU TEXHHU-
gecknMHu cpenctBamMu. OCTaHOBUMCS HAa HEKOTOPBIX M3 HHX.

CocynucTblii g10cTyn. Y MHOTMX MAalMEHTOB C IMOJUKHCTO30M TIOYEK, JI0-
crurmmmx 5-# cragum XBII, BcTpedaeTcss pacchImHON THUI CTPOEHUsS] BEHO3HOMN
CeTHU Ha NpeIlIeube, YTo Je1aeT HEBO3ZMOKHBIM CO3JaHuUe ITOJHOLEHHON apTepuo-
BEHO3HOH (DUCTYIIBI, 0COOCHHO B 30HE 3amsCThs. B 3TOH CBS3M MpU TUIAHHUPOBA-
HHUM Hayajla XpOHUYECKOTO FeMOANAIN3a Yy JIULL ¢ IOJIUKUCTO30M PEKOMEHIYETCs
IpeBapUTeIbHOE MTPOBEACHHE BH3yalHM3allid BEH Ha MpPEAIUIeYbe C MOMOIIBIO
norruiep-Y3U nnu npsimoit ¢nedorpaduu. Ilpu oTCyTCTBUM 1OCTATOUHOTO ISt
BBICOKOT'O ITOTOKA KPOBH JIMAMETpa FOJIOBHOM M 0a3MiIsipHON BeH (HE MEHee 5 MM)
CO3/IaHNe TUITMYHOM J1yue3arsicTHON (ucTyIbl HelenecooopasHo.

B Takux cimydasx paccMaTpHBaeTCs BapHUaHT CO3JaHUS «BBICOKOI», Tak
Ha3bIBAEMOW KyOMTaNbHOH (DUCTYNIBI MIM NPUMEHEHHS COCYIUCTBIX NPOTE30B
u3 nonureTpadTopITUICHa. B HacTosee Bpemst Uil 3TOW 1IeJIM B HAIeH CTpa-
HE CTajJH HCIOJIb30BaTh KOHCEPBHUPOBAHHBIC aJUIOTCHHBIC BEHBI, MOJIyYCHHbBIC
Y YMEpIINX JOHOPOB.

Kpome Toro, npu Heynaue ONMUCaHHBIX BBIIIE JOCTYIIOB €IIe 0CTACTCS 0O0Jb-
11asi TPYTIIA JIUI] C TIOTMKUCTO30M ITOYEK, MONTyUYarOIINX XPOHUUECKII TeMOInai3
WIH €ro MOJAJILHOCTH C MCIOJIB30BAaHUEM JIBYXIIPOCBETHBIX MAaH)KETHBIX KaTeTe-
POB, HECMOTPSI Ha BCE PUCKHU Pa3BUTHUS OCIOKHEHUH (TpOoMO030B, MHDEKIUH, HU3-
KOTO ITOTOKa KPOBH | TIp.).
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H36b1TOouHas Macca Tesa. Cpenu nanuentos ¢ AITIBII, HaunHaromuX Ipo-
IPaMMHBI TeMOJHaNIn3, 0cO00T0 BHUMAHUS 3acTy)KHBAIOT JIMIA, UMEIOIINE BCE
IPU3HAKU O)KUPCHUS] ¥ M30BITOYHOH MaccChl TeJa, YTO CO3MACT CIOAKHOCTH JI0C-
THDKEHUsSI aJIeKBaTHOW J03BI TUATHM30Tepanii. DT0 0COOEHHO aKTyaJbHO B CBS3U
C IUIOXUM JEeOUTOM KPOBU uepe3 HENONHOLEHHbIE apTepPHOBEHO3HBIE (DUCTYIIbI
Ha Mperieybe WIn KyOuTanbHble (GHCTYIbI (BBICOKHI MPOLEHT PEIUPKYIISAINH).
JIOIOTHUTENbHBIMU HEONAaronpuATHEIMU (DaKTOpaMu y TaKUX HALEHTOB CIIY)Kar
OrpaHUYEHHE CKOPOCTH KPOBOTOKa Yepe3 JABYXIIPOCBETHBIE KaTeTepbl, HAaJTHINE
CEepIeYHO-COCYAUCTOMN MATOJIOTUY C MaeHUEM UHOTPOIHOM (GyHKIMU cepia U ap.

Pemenune 3TuX mpodieM TpedyeT MHANBUIYAIN3ANH PEKUMOB THATTH30Te-
paruy, KOTOpble MOTYT BKJIIOUAaTh: CHIDKEHHUE CKOPOCTH IIOTOKA KPOBH Uepe3 [H-
anmzarop 10 200-250 MiI/MUH ¢ yBEIWYEHHEM BPEMEHH Ka)JIOro ceaHca ¢ 4 J10
6 4 3 pa3a B HeJlelI10; epexo]] Ha 0oJiee yacThle CeaHChl FeMoAnan3a o 3—4 4 jio
4—6 pa3 B HE/IETIO C HU3KUMHU ITOTOKAaMH KPOBH; TIOTHBIN MITH YaCTHIHBINA TIEPEXOT
¢ reMoIMaJIu3a Ha MPEephIBUCTYI0 TeMoauaduiIbTpaluio. Bapuanrst:

1) remopuadmibTpanus 3 pasa B HeJeo 1Mo 3—4 u;

2) 3 ceaHca HU3KOIOTOYHOIO reMoiuanusa 1o 4 4 u 1 ceaHc cTaHAapTHOM
reMoMauIbTpay B TeUeHUE 4 94 B HEZIEIIO.

Bricokoe apTepuanbHoe AaBjeHue. OKOJIO [OJIOBUHBI MALEHTOB C MOJIU-
KHCTO30M TOYEK HAKaHyHE JUAIU30TePAallMU UMEIOT CTOWKO TOBBIIICHHOE apTe-
pHanbHOE JaBieHue, pedpakTepHOe K MEIUKAMEHTO3HOU Tepanuu. AJICKBaTHbIE
pexxumbl 13T obecrieunBarOT CHMKEHUE (HOPMAIM3aIUI0) apTepHAIbLHOTO JaB-
JICHUsI 33 CUeT ONTHMAJIbHOM Aeruaparaluyl U CHIXKEHHS KOHLEHTPAILUU Ba3o-
MIPECCOPHBIX YPEMUUECKUX TOKCHHOB. HO y 9acTh Takux OOJBHBIX, HECMOTpPS Ha
[IPUMEHEHUE TEXHUUECKUX IIPUEMOB U JIEKApPCTBEHHBIX CPEICTB, apTepUabHas
THIIEPTEH3HSI COXPAHSETCS U BBI3BIBAET YCKOPEHHYIO TEKOMIIEHCALIUIO JeSTENb-
HocTH cepaua. Henb3s He yuuThIBaTh U yrpo3y CIIOHTAHHOIO pa3pblBa aHEBPU3M
COCYZIOB TOJIOBHOTO MO3Ta BO BpeMs ceaHca reMOJMalli3a Wi cpasy IMoclie Hero
B MOMEHTBI II0JIb€Ma apTEePUaAJILHOTO JaBJICHUSL.

TakuM marueHTam, ¢ BBICOKUM PHCKOM CEpIIEYHO-COCYIUCTBIX COOBITHH, TIO-
Ka3aH [epeBoJl Ha Oosiee ManAmuil pesKUM MepUTOHEAIbHOIO 1Ualk3a, He CO3/a-
IOIIETO JIOTIOTHUTEIBHON HATPy3KH Ha CEPIeUHO-COCYIUCTYIO CUCTEMY.

HarHoenne xuct M rHoiinblii nmapanedput. MHbeKMOHHBIE OCIIOXKHE-
HUS Yy BCEX IMAlMEHTOB, HE3aBUCUMO OT MPUYMHBI TepMHUHAThHOU crammu XbII,
IIPE/ICTABIISAIOT CEPbE3HYI0 MPOOIEeMy H3-3a OIACHOCTH IeHEepalu3allul 04aroBoit
nH}eKIH. DT0 B OOJNBIIEH CTENEHN OTHOCUTCS K TPYIIIE MAI[HEHTOB C TIOJUKHC-
TO30M IIOYEK B IOXHJIOM BO3pacTe, C CUMYJIbTAHHBIM HapylleHueM (yHKIuu
JPYTHX JKU3HEHHO BaXKHBIX OPraHOB Ha (hOHE JUTMTETHHO MPOTEKaBIIeH ypeMu-
4yeckoi uHToKcUKanuu. OcaabiaeHne MMMYHOPEaKTUBHOCTH OpraHU3Ma, BOCIIAIN-
TEeJIbHBIE M AUCTPO(GHUECKHE HAPYIICHHS CO3IAI0T ONarONpHsTHBIE YCIOBHS JUIS
000CTpEeHHUs! JIATCHTHBIX 04aroB MH(MEKIHUU U PaclpOCTPaHEHUs] OaKTepUaIbHbBIX
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BO30yauTeNeH, IONaaoIUX U B KUCTO3HbIE onocTu. C Opyroi CTOPOHbI, Hapy-
[IeHHEe KPOBOOOPAIIEHHS B ITIOYKAX, CHI)KEHNE TaM MUKPOLUPKYISTOPHOTO pyciia
HE MO3BOJIIIOT Ja)Ke COBPEMEHHBIM, BHICOKOI(M(PEKTUBHBIM aHTHOAKTEPHATIbHBIM
CpPE/ICTBaM IIOMAIaTh HETIOCPEACTBEHHO B OYard BOCIIAJEHHS, B CBS3U C YeM HX
Ha3HaueHue dpdexTa He JaeT WIN OH HE CTONb BBIPAXKEH.

MHorue auanu3Hble MAIKUEHTH ¢ TMOJMKUCTO30M M HarHOGHHEM KPYITHBIX
[IOYEUHBIX KHCT, OCOOCHHO C Pa3pblBOM CTEHOK U BBIXOJOM I'HOMHOIO COAEPHKU-
MOTO B 3a0pIOLIMHHOE MPOCTPAHCTBO, HYKAAIOTCS B CPOYHOM XHUPYPTrHUECKOM
JICYCHUU U YJaJIeHUH IOPaKeHHON MHOMHBIM IpoleccoM nouku. [lamnnatuBHele
OTIepaIly, OTPaHMYUBAIOIIIECS PACCEUEHHEM H OTIOPO)KHEHUEM MOBEPXHOCTHBIX
THOMHBIX KHUCT, IPEACTABISAIOTCS HEOOOCHOBAaHHBIMH U omnacHbIMU. ITpu nBycTo-
POHHEM THOIHOM TIpoIiecce paccMaTpUBAETCS BOIIPOC O OmiiaTrepaabHO Hedpak-
TOMMH KaK JICUCHUH OIIaCHOM MH(MEKIIMHU U MOATOTOBKE MAllUEHTa K [OCIeAyoeH
TPaHCIUTAHTALIMH TTOYKH.

ITEPUTOHEAJIBHBIIA JTUAJINA3

IlepuToHeanbHbIN nuanwu3 s ATUTENbHOTO JedeHus manneHToB ¢ XbII na-
9aJI IMPOKO MPUMCHSATHCS JIMIIb B TOCIIETHNE ACCIATHICTHS, HO YKe TToKa3al ceost
(TIpH COOITIONICHUH JKECTKHX MPABUJI MCIOJIb30BAHNS ) KaK HaIe)KHBIN 1 3P HeKTHB-
HBII METOJ] 3aMECTHTEIIBHOI MOYeYHO! Tepanuu. Ero mpenMymecTsa cBsA3bIBAIOT
CO CIEIYIOIIUMH, XOPOIIO MOHSATHBIMU H OOBSICHUMBIMHU COCTABIISFOIIMHU:

1. IIpocToTa caMOi METOAMKU JiedeHUs, He TpeOyrollel SKCILTyaTaluu
CJIOYKHOTO U JJOPOTOCTOSIIEr0 KOMIUIEKCA allliapaTypsl U MOATOTOBIEHHOTO IIEPCo-
HaJla CIICHUaIN3UPOBAHHBIX OTICICHUI.

2. VYnaneHue TOKCHHOB U KHUIKOCTH MPOXOAUT MPAKTUIECKH MOCTOSHHO, YTO
IpuOImKaeT ero kK padore 370pOBBIX COOCTBEHHBIX IOYEK U sABIAETCA Oosee pu-
3MOJIOTUYHBIM MPOLIECCOM T10 CPAaBHEHUIO C IIPEPHIBUCTHIM KOPOTKHM T€MOIHAIH-
30M. OTO OOecrieYnBaeT CTaOMIBHOCTE OCMOTHYECKOTO U OHKOTHYECKOTO JaBIIe-
HUSI KPOBH U, CIIEIOBATENBHO, TOJIepKaHie TeMOTMHAMHYECKIX MTapaMeTpoB Ha
OJIHOM YPOBHE 0€3 Pe3KHX KOJIeOaHHil.

3. Kpome Toro, OprotinHa kak OHOIOTHYecKas mojyrnpoHuiiaemasi MemOpaHa
00JagaeT BBICOKOH IPOHUIIAEMOCTBIO JUTS IIUPOKOTO CIIEKTPA YPEMUYECKUX TOK-
CHHOB, B TOM YHCJIE CO CPEAHEMOJIEKYSIPHOH MacCoil, 4ero JIMIIeHa CTaHIapTHAs
CHUHTETHYECKasi MeMOpaHa reMoIuain3aropoB. JT1o odecneurnBaeT Gonee 3 dex-
TUBHOE OYHIIEHHE OPraHM3Ma OT TOKCHYECKUX METa0OIUTOB U KCEHOOMOTHKOB.

4. Jlns mpoBeleHUsS HEPUTOHEATIBHOTO JWajn3a B JIIOOOM €ro BapHaHTE
He TpeOyeTcsl CO3MaHus NCKYCCTBEHHOTO COCYIHCTOTO JOCTYIa B BHIE apTepuo-
BCHO3HOH (DHCTYIBI, CIICIOBATENILHO, HET JONOJIHUTEIIBHON HATPY3KH Ha CEeple,
9TO MO3BOJISIET MPUHUMATH Ha JIEYSHHE JIUII C COITYTCTBYIOMIEH KapIHOoIOrHIeCcKOH
MaTOJIOTHEN.
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5. HakoHen, HeMajoOBakeH ICHXOJOTHYECKUI KOMIIOHEHT MpPOBEICHUS Iie-
PHUTOHEATBHOTO IUaNi3a: MAalUeHT JICYUTCS CaMOCTOATENBHO WM C TOMOMIBIO
OJIM3KUX POJICTBEHHUKOB, TO €CTh JKHUBET JIOMa U HET HEOOXOIUMOCTH B YacCTBIX
MOCEIICHUAX TUATM3HOTO IEHTPA, YTO AaeT €My BO3MOXKHOCTB Be/IeHHs Ooiee ak-
THUBHOTO U MOJIHOLIGHHOTO 00pasa H3HH.

OnHaKo ecTh U CyIIeCTBEHHBIE HEJJOCTATKH, IIPETISTCTBYIONIHE 00Jee IHpo-
KOMY BHEJIDEHUIO METOJIMKH B ITPAKTUKY, B TOM YHCJIC JUIsl JISUCHUs OOJIbIIMHCTBA
MAMEHTOB C TIOJMKUCTO3HOH 00Je3HbI0 movek. K TakiuM HepocTaTkaM OTHOCHTCS
ciesyonee:

1. [Tnomaap mapreTanbHONW OPHONIMHBI KaK MOJYTPOHUIIAEMON MeMOpaHbI
OrpaHUYeHa ¥ COOTBETCTBYET NPUMEPHO ILIOLIAJM TeJla YelIoBeKa. Y MalMeHTOB
C MOJMKUCTO30M H3-32 3HAUUTEIFHOTO 00beMa MoUeK B 3a0pIOIIMHHOM IIPOCTPaH-
CTBE KpaeBbI€ 30HBI OPIOIIMHBI TP TIEPEX0JIE UX B BUCIIEPAJILHYIO YaCTh ClIaBJIe-
HBI U HE YYaCTBYIOT B mpouecce AU Qy3un TOKCHHOB U (QUIIBTPALIIH KUIKOCTH.
Taxkum 00pazom, 3QGEKTUBHOCTD JICUCHUSI PE3KO CHIDKCHA, U B ATOH CBSA3HM Me-
TOAWKA YISl JUTMTEIBHOTO JICYSHUsI MPUMEHUMA JIMIIb Y JIIOJEeH C OTHOCHUTENHEHO
HEOOJBIINMH KUCTAaMH U pa3MepaMH CaMHX IOYEK.

2. AHaJIOTHYHBIM 00Pa30M MOXKHO OOBSCHHTH Maiyio 3(p(eKkTHBHOCTH Me-
TOJA Ul CHIDKCHUS YpeMHHU Y JIMIl ¢ OOJNBIIOW Maccoil Tesa, NMpeBblIalonien
80-90 kT, KOTOpast CBOMCTBEHHA MHOTUM JIUIIAM MY>KCKOTO IT0JIa C TIOJTHMKUCTO3HOM
6ose3Hbto noueK. [TONbITKY YBEIWYHUT Y HUX JTUAIU3HYIO 103y IyTEeM yBelln4e-
HUS 00beMa pacTBOpa B OPIOIIHO# MOJIOCTH 10 2,5 JT W/UJIM 4acTOThI CMEHBI pac-
TBOpa ¢ 4 10 5-6 pa3 B cyTku ManodddexrusHbl. [IpeamnoururenbHeil nepeBoauTh
TaKUX MAlUEeHTOB HA IOCTOSHHBIM aBTOMATHYECKHH IEPUTOHEANBHBIN THAJN3,
oOnaaaromuii 6osiee BRICOKUMH XapaKTEPUCTHKAMU JIETOKCHKAIIUH.

3. OIHUM U3 Cepbe3HBIX MPETSITCTBUN IS PACITUPEHUSI IEPUTOHEATHHOTO
JTMaJIM3a BO BCEM MHPE SIBJISIETCS BBICOKAst YaCTOTa NEPUTOHHUTA, TIPHYHHBI KOTOPOTO
JIOCTAaTOYHO MHOT00Opa3HEL. [Ipexae Bcero, 9To HapyIIeHHe MPaBUII aCETITHKH U
AQHTHUCETITHKH BO BPEMsi CMEHBI pacTBopa. B 3Toil CBsi3u MeTO/1 MPOTHBOIIOKA3aH JIH-
[1aM, HapyIIafOIINM JKECTKHE MPaBUIIa 3TOTO MpoIiecca, HeCOCOOHBIM CO3HATENBHO
BBINIOJIHATH TPEOOBAHUS MEMIIMHCKOTO MIEPCOHANA 110 HEYKOCHUTEIILHOMY CJIEI0Ba-
HUIO HHCTPYKIHH 110 JIe4eHHI0. BTOPBIM (hakTOpOM pHCKa pa3BHTHS IEPUTOHUTOB
SIBJIICTCS TaK Ha3bIBaeMasi MHEKIUS MECTa BbIXO/Ia KaTeTepa Ha OBEPXHOCTh KOXKHU
JKHBOTa, KOTOPasi MOXKET HH(OUIMPOBATH TIOAKOKHBIA TYHHEIb U JTOCTHIb OPIOIITHON
nosocty. OHa yalle BCTPeyaeTesl y HOXKMWIBIX HAUEHTOB ¢ H30BITOUHOM Maccoi Tena
1 TOJIMKKCTO3HOM 00J1e3HbI0 Touek. Ee nepBbie Mpu3HaKu TpeOYIOT HEMEJICHHOTO
MIPOBE/ICHHS] OAKTEPHUOIOTMYECKHUX aHAIIM30B BBIICNICHUI U3 PaHBI, a BBISBICHHE HAH00-
niee maroreHHoi mukpodops (St. aureus, Candida u jip.) TpeOyeT yaaneHus karerepa,
AQHTHOAKTEPHAILHOTO JICUCHHUS IEPUTOHNTA U TIepEeBO/Ia MAIMEHTa Ha TeMOINAITH3.

Crenyer OTMETHTB, YTO HAJIMYUE CAMOM MOJIMKUCTO3HOHM OOJIE3HH MOYEK He
CIYXKUT TpernsaTcTBueM Ui Hadana [13T, BKitodas U epuTOHEea bHbIA TUaH3.
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Kaxaplii cinyuail HacTyruieHus TepMuHanbHol cragun XbII y manuenTa ¢ noauku-
CTO30M TOUeK 000MX TUIIOB TpeOyeT BhIOOpa HHANBUIYAILHOTO 1 Hanbomee s3pdek-
tuBHOro Metoza I13T ¢ yueroM KOMOPOUAHOCTH, HATUYHS OCIIOKHEHUH, TpeOyIoIumX
IIpeIBAPUTEIILHOIO JICUCHUS WU JMKBUIALUY B IIPOLIECCE AUAIU3HOHN TepaIuH.

TPAHCILUIAHTALIAS IIOYKHA

TpaHCIUTaHTAIHS TIOYKH, TOTYYSHHON OT JKMBBIX WIIH YMEPIIHUX JOHOPOB, —
9TO CaMblil paguKaJbHBIH W 3(PQPEKTUBHBIA METOJI JUIMTEILHOTO COXpPaHEHUS
JKU3HH TAUeHTOB ¢ 5-it craaueit XBII. Xupyprudyeckoe jgedeHne odecrneynBacT
HE TOJIbKO 3HAUYUTEIbHBII POCT BBIKUBAEMOCTHU 110 CPABHEHHIO C FEeMOUAITU30M,
HO M JOCTH)KEHHE BBICOKOTO KayeCTBa )KM3HU MAlMEHTOB, a TAK)K€ BO3MOKHOCTh
MIPOJIOJKEHHS TPYAOBOH IESTEILHOCTH B PA3IMYHOM HANPABJICHUH, YTO SIBJISICTCS
CephEe3HBIM apryMEHTOM ISl PACIIMPEHUs] 3TOr0 METOIa JICUeHHs Yy MaldeHTOB
C pa3IMYHBIMH [TOYEYHBIMU 3200JICBAaHUSMHU.

DTO B MOTHOW Mepe OTHOCHUTCS W K TPYIIaM MMalHUeHTOB C IMOJIUKHCTO3HOM
6ose3nbto. C Opyroil CTOPOHBI, IMEHHO Y HHUX CYLIECTBYIOT HEKOTOPbIE COCTO-
SIHUSI, TIPETSITCTBYIOMINE BKJIIOUSHUIO ATHUX MAalMeHTOB B TaK HA3bIBAEMBIH JIUCT
OYKUJIAaHHSI /1J1s BBITTOJTHEHUS MIEPECaKi JOHOPCKOW TOYKH, COBMECTUMOM 110 MHO-
MM KIIMHUYIECKUM ¥ HMMYHOJOTUYECKUM TTapaMeTpaM.

K Takum coCTOsIHUSM OTHOCSITCS:

— JIeKOMIIEHC AU eI TeILHOCTH OPTaHOB CEPACIHO-COCYINCTON CUCTEMBI,

— 3JIOKQYECTBEHHBII XapakTep apTepHalibHOH TMIEPTEH3UH, pedpaKkTepHON
K MHTEHCHUBHBIM JHAIU3HBIM PEKHMaM M KOMOMHHPOBAHHON MEIMKaMEHTO3HOMH
Tepamnuu;

— HaJIM4ne THOWHBIX KUCT, THOMHOTO MHTEPCTUIMAIBLHOTO He(ppUTa H/WIN
napaHepura;

— BBIpOKEHHOE YBEIHMYCHHE MOUeK B pa3Mepax, MPEIsTCTBYIONIee TOCTYITY
K TTOJIB3/IOIIHBIM COCY/IaM IPU BBIOJHEHUH COCYAMCTBIX aHACTOMO30B;

— BO3pAacT MaIMeHTa CBhIIe 65 JeT;

— HEXeJIaHKE MAIFIeHTA U YICHOB €ro CEMbH IOJIBEPIaThCsi OPraHHOM TpaHC-
TUIAHTAIHH.

YacTb 13 3TUX IPOTHBOINOKA3aHUI HOCUT YCIIOBHBIH XapakTep U MOXKET ObITh
yCTpaHeHa peBapUTEIbHOMN MOATOTOBKOM K TPAHCIUIAHTAUH. TaK, HallpuMep, Halli-
Yrie THOWHOTO MpoLecca B OYKaxX MK 3a0pIOIIMHHOM IIPOCTPAHCTBE, 03 COMHEHMS,
TpeOyeT IMKBUAAIMH TAKOTO OMAaCHOTO MH(PEKIIOHHOTO oYara ImyTeM He(pIKTOMHUH
C OJIHOM WJIN JIaXKe IByX CTOPOH. TaKoii ’e pauKaIbHbIN MOAX01 TpeOyeTcs B OT-
HOIICHUH «THT'AaHTCKUX) TTOJMKHACTO3HBIX ITOYEK, 3aHIMAIOIINX BCE 3a0PIOIIMHHOE
[IPOCTPAHCTBO, YTO MPENATCTBYET pa3MEIEHHIO TaM JOHOPCKOrO OpraHa.

Bompocsl obecrieuennst 1 BeAeHU KaKk paHHETo, TaK ¥ OTAAIEHHOTO ITOCT-
TPaAHCIUIAHTAIMOHHOTO TIEPUO/Ia y MOJMKHUCTO3HBIX PELUIHEHTOB, KaK IPaBHIIO,
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HE MUMEIOT CIICU(HUKH U HE OTIIMYAIOTCS OT CTAHIAAPTHBIX TOIXO0J0B K PELUITHEH-
TaM ¢ APYTUMH 3a00JIeBaHUSIMH HATUBHBIX ITOYEK. [[pUMEHSIOTCS Te K& HMMYHO-
JICTIPECCUBHBIC ITpETapaThl 1 CHMITOMATHYECKHE CPEACTBA /ISl KOPPEKIIUU U3Me-
HeHUH (OCIOKHEHUH) CO CTOPOHBI IPYTUX OPTaHOB M CHCTEM OpPTaHU3Ma.

3AKJIIOYEHHUE

Busyanusanus nouex npu nomouu Y3U, KT, MPT u HEKOTOPBIX Jpyrux Me-
TOZOB 00CIIEIOBAHMS TTO3BOJISIET OBICTPO JHATHOCTHPOBATH IMTPOCTHIE COMTUTAPHBIE
Y MHO)KECTBEHHbIE KUCTHI Touek. OOHapyKeHHE KUCT B TIOYKAX BO BCEX CIIydasx
TpeOyeT npoBeneHns TudPpepeHHaIbHOr0 THarHo3a Uil YCTaHOBICHUS TPUIHH
UX TIOSIBJICHUS C yYETOM ATHUOJIOTHH, ITaTOTeHe3a, KIMHUYECKOW KapTHHBI STOH a-
TOJIOTHH.

BrlsiBiieHHE k€ MHOKECTBEHHBIX KHCT B MOYKaxX TPeOyeT MOATBEPIKICHUS
WJIM UCKJIIOUEHUS HACJIEACTBEHHOM MMOMUKHCTO3HOU Oome3nn mouek. AJIIIBIT sB-
JsieTCs AOMUHUPYIOLICH Cpea TeHEeTHYECKH JeTePMUHHPOBAHHBIX 3a00JIeBaHUN
BO B3pocioit mpaktuke, HO U APIIBII, xoTopast siBisieTcst maronoruei, xapakrep-
HOH 17151 HOBOPOX/ICHHBIX U JJETCKOTO BO3pacTa, MOXeT HaOJIOAaThCsl U Y B3pOC-
JIBIX TTAIIMEHTOB. B HEKOTOPBIX CiTydasx st Bepru(UKanuy AUarHo3a MOJIUKHUCTO3-
HOH 00JIe3HH MOUEK MOXKET IOTPeOOBaThCs FEHETUUECKOE UCCIIEI0BAHHE.

OCHOBHBIE MOAXOIBI K JICUEHHIO MALMEHTOB C TOJUKHCTO3HOH OOJIC3HBIO
MOYEK 3aKIIOYAOTCsS B MPOBEACHUH KypCOB HE(PONPOTEKTUBHON Tepamnuu, Ha-
MpaBIIEHHOW Ha 3ameyieHne TeMrnoB cHIbkeHus1 CK®, koppeKmuio ocaoKHeHH,
CBSI3aHHBIX C POCTOM KHCT B ITOYKAaX W yBEIHMUCHHEM IOYEK B pa3Mepax, a TAKKe
OCIIOXKHEHHH, TSDKEJO MPOTEKANINX Ha JOHE pa3BUBAOIICHCS XPOHUYECKOH 60-
JIE3HU C YPEMHUUECKUM CHHIIPOMOM.

IlepcniexTuBHOM Tpymmmoit nmpemnaparos as jgedeHus nanuentoB ¢ AJIIIBIT
SIBIISIFOTCS. @HTArOHUCTHI PELIENTOPOB Ba30NPECCHHA, B YACTHOCTH TOJIBaNTaH. Ero
Ha3HaueHHe 0COOEHHO OIPaBIAHO B IPYIIE MAMEHTOB C BBICOKUM PHUCKOM TPO-
rpeccupoBanust XbII.

Hacrymnenue 5-it cragumn XBII ¢ pazBuTreM TSHKETOTO YPeMHUUIECKOTO CHH-
npoma TpeOyeT MpPEeKpalleHHus WM CHIDKEHHsS aKTHBHOCTH Maiod(QeKTHBHOU
KOHCEpPBAaTHBHOH Tepanuu U Hadana npumeHerns metonoB [13T Bo Bcem nx MHO-
rooOpasuu (pa3In4YHbIC BAPHAHTHI HIKCTPAKOPIIOPAILHOTO OYUIICHUS KPOBH C TI0-
MOIIBIO arapara «UCKyCCTBEHHAs IMOYKa», MEPUTOHCAIBHOTO JNAIN3a U, HAKO-
Hell, TPAHCIIAHTAIIMH JOHOPCKOW TIOUKN).
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OtBeTrcTBeHHBIH 32 Bbiyck . M. Hutkun
PenaxTop H. B. Onomko
Komnbrorepnas Bépetka M. I Mupanosuy

IMonmucano B nevats 18.03.25. ®opmar 60x84/16. bymara nucuas «Mapadon buzaecy.
Pusorpadust. I'apautypa «Times».
Ven. ned. 1. 2,79. Yu.-uzn. i1 2,50. Tupax 100 3x3. 3aka3 182.

W3narens u nonurpaduyeckoe UCIIONHEHUE: yUpekICHNE 00pa30oBaHUs
«benopycckuil rocy1apcTBEHHbBIN MEMIIMHCKUIE YHUBEPCUTET».
CBHIETEIBCTBO O FOCYAAPCTBEHHON PErHCTPaLlU H3aTeIsl, H3TOTOBHUTEIS,
pacrnpocTpaHuTesst nedatHeix m3aanuit Ne 1/187 or 24.11.2023.

Vi Jlenunrpazckas, 6, 220006, MuHCK.



