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Treatment of autosomal recessive and autosomal dominant polycystic kidney disease

E.F. Andreeva, N.D. Savenkova
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B crarbe 0TpaxKeHbl reHeTHYeCKHe BAPHUAHTDI MOJMKMCTO3HOM 00JIe3HH M0YEK, ONMCAHA COBPEMEHHAS CTPATerus JedeHus MOJIMKH-
CT032a MOYeK y AeTeil u B3pocibix. IIpeacTaBiensl pe3yabTaTbl KIMHUYECKHUX UCTILITAHMIA AHTATOHMCTOB PEleNToPa Ba30npeccuHa
V2 (TosiBanTaH, JMKCHUBANTAH), MHTUOMTOPA MYJBTHKMHA3bI (T€CEBATHHUO), AHAJOrOB COMATOCTATHHA (JIAHKPEOTH, OKTPEOTH]I),
crtatuHoB (mpaBactatuH), maruoOuTopoB mTOP (3Beposmmyc, cuposmmyc), MeT¢opMUHA Y TAIMEHTOB C AYTOCOMHO-PeIeCCHBHOM
M AYTOCOMHO-IOMUHAHTHO¥ NMOJMKUCTO3HO¥ 00.1e3HbI0 oYeK. O0cyKaeHbl (haKTopbl, ONpeeIsIoue NPOrHo3 U UCXO/ PH JAHHBIX
3a00/IeBAHUSAX.
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The article reflects the genetic variants of polycystic kidney disease, describes the modern strategy for the treatment of polycystic
kidney disease in children and adults. The authors present the results of clinical trials of vasopressin V2 receptor antagonists
(tolvaptan, liksivaptan), a multi-kinase inhibitor (tezevatinib), somatostatin analogues (lankreotide, octreotide), statins (pravas-
tatin), mTOR inhibitors (everolimus, sirolimus), metformin in patients with autosomal recessive and autosomal polycystic kidney
disease. The authors discuss the factors determining the prognosis and outcome of these diseases.
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AKTyaanocn, mpooysieMbl OOYyCJIOBJIEHA 4YacTOTOM
pa3BUTHUSI, OCOOEHHOCTSIMU TeYeHUsST ayTOCOMHO-
pPELIECCUBHOTO M AyTOCOMHO-TOMWHAHTHOTO TTOJTUKU-
cro3za nouek (APIIIT u AIAIIIT) y mereit, mopaxkeHuem
OIHOBPEMEHHO HECKOJBKUX CHUCTEM OpPraHOB, OTCYT-
CTBHEM COBPEMEHHBIX METOJOB JICUCHMS, TTO3BOJISTIOIINX
VCTPaHUTDL TIPOSIBJICHUSI U OCJIOXHEHUS, TTPOTPeCcCUpo-
BaHME B XPOHUUYECKYIO 0OJIE3Hb MOYEK. 3aMeCTUTEebHAS
ToYyeyHas Teparysi METOJIOM JIMaii3a yydiiraeT porHo3
BepkuBaemoct u mucxon APIIIT m AHIIII, HO m3Me-
HSIET Ka4eCTBO XM3HU, BIMSAET Ha (PU3NIECKOE W TICU-
XOOMOILIMOHAIBHOE Pa3BUTHE pebeHKa, €ro COLMATbHBIN
U KOTHUTUBHBIN CTaTyC.

PesynbraThl TeHETMYECKUX MCCIEIOBAHUI TTO3BOJISIT
VCKOPUTh pa3paboOTKy M BHEIpeHWEe HOBBIX IaTOTeHE-
TUYECKUX TIpenapaTroB, YJAYYIIUTh TPOTHO3 HaCe-
CTBEHHBIX 3a0ojieBaHuil y aeteil [1—4]. OmHako mone-
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KYJISIpHO-TEHETUYeCKasl OUarHOCTMKa 1O HAaCTOSIIEero
BpEMEHM OCTaeTCsl HEIOCTYITHOW IJisT OOJBITMHCTBA
ceMeil ¢ KMCTO3HBIMM 3a00JIeBaHUSIMU TToYeK. MoJleKy-
JIIPHO-TEHETUYECKOe MCCIIeIOBaHUEe CIIeyeT TTPOBOIUTH
Mocjie TEeHETUYECKOTO KOHCYJIBTUPOBAHMS, C YYETOM
JKeJIaHWS U COIIacus TTaleHTa cTapiie 15 et uiam ponu-
TeJiell HECOBEPIIIEHHOJIETHETO OOJIbHOTO Ha TIPOBEACHME
Tecta M TOJydeHUe WH(OpMalMU O ero pesyJbTrarax.
B oTHmenmbHBIX CTpaHaxX MPUHAT «3aKOH O 3ampelieHun
ITUCKPUMHWHALIMM Ha OCHOBE TeHETUYEeCKOM WHGHOP-
Maluyd B OTHOIICHWM MEIUIIMHCKOTO CTpPaxOBaHUS
U 3aHATOCTU», KOTOPBIK 3alllMIIaeT IMpaBa IMalieHTOB,
MOJYYMBIIUX PE3YIbTAThl MOJIEKYJISIPHO-TEHETUIECKOM
nuarHocTuku. CorjacHO PeKOMEHIAILMSIM IO Pe3yJib-
tatram KoHpepeHunu Kidney Disease: Improving Global
Outcomes (KDIGO, 2017) y nereit ¢ pucKoM Hacjiemno-
Banust AIIIIT MonekynasipHO-reHeTUYeCKue TeCThl Cie-
JiyeT TPOBOAWUTH TOJBKO B Cllyyae, €CJIu TMOJIydeHHbIe
JTaHHBIE TTO3BOJIAT M3MEHUTh KayeCTBO JeUeHMsST 3a00-
JieBaHMSI M TIpOoQIAKTUKM ocjiokHeHuit [5]. [upoko
00CYXKIAI0TCS BO3MOXHOCTU MPEAbIMIUTAHTAIIMOHHOM
nuarHoctuku APTIIT u AITITI, koTopast TO3BOJISIET TIOJI-
HOCTBIO UCKITIOYUTH BO3MOXHOCTb HOBBIX ClTydaeB 3a00-
JIEBaHUS B CEMbSIX TPYITITBI prcKa [6—8].

Yacrora AIATIIT (Q61.2) coctasmsier 1:400—1:1000
HOBOPOXJEHHBIX. B Mupe HacuuThiBaeTcs Ooiee
12,5 miH venmoBek ¢ ATITT. APTIIT (Q61.1) asastercs
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opdanHbiM 3a0oneBaHneM (ORPHA:731) u Bctpeuaetcst
¢ ygactotoit 1:100 000 HOBOpoxXIeHHBIX, T.e. B 100 pa3
pexe, yem AJIITl. B wu301MpoBaHHBIX MOMYJISIINSIX
C BBICOKOI BEpOSTHOCTBHIO OJIM3KOPOJICTBEHHBIX OpaKoB
yacrtota APIIIT Boeire. Coob6ianocs o yactore APITIT
1:8000 B ®WHASIHINHA.

bnarogapsi coBpeMeHHBIM BO3MOXHOCTSIM YJIbTpa-
3BYKOBOI IMaTHOCTUKM 00a 3a00sieBaHus BCe vallle 1ua-
THOCTUPYIOT TpeHaTaJbHO W Cpa3y Iocje POXACHMUS.
Yacrora oyeHb paHHero (B Bospacte oT 0 mo 18 Mec)
BoisiBnieHuss AJITIIT  comocraBumMa ¢ ero 4acTtoroi
y nereii [3]. [1o HamMM JaHHBIM, OU€Hb paHHEe OOHapy-
JKEHMe KUCT B 00enX Toykax otMevaetcs y 18,9% neteit
¢ AJITIIT [9].

He cymecTtByer enmHoii obienpuHsaTON Kiaccudu-
Kalluyi KUCTO3HBIX OoJie3Heit mouek. B ocHoBe 6onee 20
Ki1accuduKaluMi Jexar mnaToreHeTuyeckue, mMopdoso-
TMYEeCKre, PEeHTIeHOJOTUYECKNEe, KIMHUYECKNE TTPOSIB-
nenust [10—12]. B katanmore OMIM (Online Mendelian
Inheritance in Man) 3aperucTpupoBaHbl TpU BapuaHTa
AJIIIT u nBa Bapmanta APIIII, mucdpsl reHOB/deHO-
TUITOB KOTOPBIX MpeacTaBiieHsl B Tadauie [13]; 15—20%
AJLITIT sBasiroTCst pesysisTaToM myTauuii de novo [3].

®dakTopamu, ompenensiommMu  porao3d  AJTII
u APIIII, sBasitorcsi cKOpoCTh KIYOOUKOBOM (DUITh-
tpauun (CK®), obmmit o6bem Tmodek (total kidney
volume — TKV) u teMnbl ero yBejinyeHUs: MO pe3yJib-
TataM yJabTpa3BykoBoro wuccienoaHust (Y3U)/mar-
HUTHO-pe3oHaHCHOW Tomorpadpumn (MPT)/Kommbio-
tepHoit Tomorpaduu (KT), aprepranbHasi ruriepTeH3usl,
peuuaMBUpYIOIee TeueHue TresoHedpuTa, CTEreHb
BBIPaKEHHOCTU TIPOTEMHYPUM, TIOYEUYHBI KpPOBOTOK,
pa3BUTHE OCTPOTO TIOBPEXICHMUSI TOYEK, CovyeTaHue
C TMOpPOKaMM Pa3BUTHUsI MOUYEBBIBOASIINUX MyTei, MpueM
HEe(POTOKCUYHBIX MpernapaToB.

Kpome o01mmx rnporHoctruyeckux (hakTopoB, CleayeT
BBIIEUTH crienmduueckue. Hanpumep, mrss AT ompe-
neJieHbl caenyoliue (hakTopbl MPOrHO3a: BO3pacT 00JIb-

Tabauya. Cucrematuka AJIIIT u APIIII no nauneiv OMIM [13]

Horo, reHoTun (Mytauuu PKD 1 xapaktepusyiotcs 6osee
paHHell KIMHWYECKOM MaHudecTalneil, ObICTPIMU
TEMITAMHU TIPOTPECCUPOBAHUSI B XPOHUYECKYIO 0O0JIEe3Hb
nouek), mon (y IoHomed crapuie 15 JeT mpoTekaeT
TSDKeNee; KUCThI TTeYeHU UMEIOT 0oJiee BBICOKME TEMIThI
pocTa y AeByllIeK cTapiie 15 JieT, HO penKo MpPUBOIST
K HapyuieHuo ¢yHkuuu oprana). s APIII kak dak-
TOPBI TIPOTHO3a BBIIEIEHBI TEHOTHIT M BapHaHT TEYCHUS
oosiesnu: mipu kiaccudyeckom APIIIT mporHos ompe-
JENISIETCSl  CTETICHBIO BBIPAXKEHHOCTU PECITMPATOPHOTO
JIACTPeCC-CUHIPOMA, IbIXaTeJIbHOW HEeIO0CTaTOYHOCTH,
OCTPOTO TOBpPEXIeHUsT Touek; npu nerckom APIIIT —
CTETIEHbIO TIOpaXKeHUs TICUeHU C pa3BUTHUEM CUHIpPOMa
nopranbHoil runepreHsun [14]. Ilo manneim H. Lu
u coaBt. (2017) [15], nmpu mytanusx reHa DZIPI1L APTIT1
MOXET ITPOTEKATh Oe3 Gpubpo3a meyeH!.

Ilpn cpaBHeHUm ocobeHHocTelr TeueHus AJITIT
y JIeTell ¢ OUeHbh PAHHUM BBISIBIEHUEM KUCT 10 TaHHBIM
V3WU nocroBepHBIE pa3iWuMsI  ITOJYYEHBI  TOJIBKO
MO YacTOTe MHOXKECTBEHHBIX KHCT. YacTtoTa aprepu-
aTbHOM TUTIEPTEH3WM BBILIE, CPEIHSST JJIWHA TOYEK
OoJibllle 'y HeTeil 3TOW KaTeropuu, HO TIOJydeHHbIE
pazmuuust HemocToBepHbl. [lo CK®, ompenensieMoit
MO SHAOTEHHOMY KJIHPEHCY W pacdyeTHOU dopmyie
Schwartz, a Takxxe Mo MakCMMalbHOMY pa3Mepy KHUCT
B CpaBHUBAaEeMbIX TIpyMMaxX JOCTOBEPHBIX pa3IMUYUiA
He oTMeueHo [16].

CornacHo gaHHbIM KoHcopliimyma 1mo ucxoaam rmojv-
kucto3a novyek (PKD Outcomes Consortium/PKDOC)
0o0ImMit 00beM TIOUeK MPU3HAH TJIAaBHBIM OMOMapKepOM
TSDKECTU 3a00JIeBaHUsS, KOTOPBIN CBSI3aH C yXyIOIIEHUEM
camMouyBCTBUS (00JI€BOI CMHIPOM, yBeIMYeHHE 00beMa
’KMBOTA, HapylleHue (yHKIIMU IbIXaTeJIbHOM, cepaed-
HO-COCYIMCTOM, TUIIEBAPUTEIBHON CUCTEM) M TIPO-
rpeccMpoBaHMeM XpOHMYECKOI OoJsie3Hu rmoyek [17, 18].
ITo HavajbHOMY 3HAYEHUIO DTOTO TMOKa3aTelsT U exXe-
TOAHBIM TeMITaM W3MEHEHMSI TPUHUMAIOTCS PelleHUs
0 TakTuke JjeueHusi. Hambonee HamexXHbIM crocoOOM

Table. Systematics of autosomal dominant polycystic kidney disease and autosomal recessive polycystic kidney disease according

OMIM [13]

Ne no OMIM Ha3Baunue 3a00.1eBanus CumBoJI rena XpomMocoMHas 10KaIM3anus Tun Hac1e10BaHUS

[Monukucro3Hast 60Jie3Hb MOYEK
173900 1 ¢ (umm 6e3) MOTMKUCTO3HOW
00J1e3HbIO MIEYEHU

IMonukucro3Hast 60JIe3Hb MOYEK
613095 2 ¢ (u1u 6e3) MOJIMKUCTO3HOM
00JIE3HBIO TTEYEHN

[MonukucTo3Hast 601e3Hb MOYEK
600666 3 ¢ (w1m 6e3) MOJIMKHUCTO3HOI
00JIE3HBIO ITEUYCHU

TTonukucTo3Hast 60JIe3Hb MOYEK

PKDI 16p13.3

AyTOCOMHO-/IOMU -

PKD2 4q22.1 .
HaHTHBIA

GANAB 11g12.3

263200 4 ¢ (111 6e3) NOJIUKUCTO3HOM FCYT (PKHDI) 6p12.3—pl12.2 AYTOCOMHO-pe-

00JIE3HBIO ITEYEHU

617610 TTonmkncTo3Hast 60JIe3Hb MTOYEK 5

LIECCUBHBIN

DZIPIL 3g22.3
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OLIEHKM JWHAMUKM OOIIEro oObemMa TOYeK CIYKUT
MPT. DddekTuBHOCTh OOJIBITMHCTBA JEKAPCTBEHHBIX
CPEACTB, MPOXOMSIINX KIMHUYECKUE WCTIBITAHUS, Olie-
HUBAETCSl 10 BO3MOXHOCTHU BJIUSHUSI Ha YMEHbILICHUE
9TOro rmnokasareisi (OOBEKTMBHBIA KpUTEPUl OLIEHKU
rogaByieHus pocta kuct) [6, 17—20]. BricTpoe yBenu-
YyeHue 00I1Iero oobema IMovyeK CIYXKUT MapKepoM pucKa
pa3BUTHUSI apTepUAIbHON TUTIEPTEH3UU y AETe W TMOMI-
poctkoB ¢ AIIITII. ABTOpHI TIpeaaraloT JOMOJTHUTEIEHO
K o0lIeMy o0beMy IMOuYeK OMpenesiTb OOl 00beM
kucT (total cyst volume) [21].

IMapenxumMaro3Hasi apTepuajgbHasi TUTNEPTCH3US —
XapakTepHbIil KnuHnyeckuit cunapom AJITTIT u APTIII,
OTIpEEISIONINI TSKECTh X TEUEHUsI B CBSI3U C TTIOpaXe-
HUEM opraHoB-muileHei. [1o HammM 1aHHBIM, YacToTa
pa3BUTHUSI apTepUaIbHON TUIEPTEH3UN YBEJIUYUBAETCS
¢ Bo3pacToM ¢ 32,6% (y oeTeil U moapocTKoB) 10 79,4%
(y B3pocnbix mauueHnToB) [12, 16, 22]. Ipu AATIIIT cra-
OunbHasl cucrosioguacroinyeckass (Mo pesyJbraTaM
CYTOYHOTO MOHMTOpPUHTIA) apTepuajbHasi TUIIePTEH3USI
00YCJIOBJIMBAaET TIOpaXXeHWE OPraHOB-MUIICHEH yXe
B JIETCKOM BO3pacTe M JAUKTYeT HEOOXOAMMOCTb Ha3Ha-
yeHuss 1—2 aHTUTUIIEPTEH3UBHBIX MpemnapaToB [22].
Hns orpaHnyeHus 1MOOOYHBIX 3G(PEKTOB y HOBOPO-
KIEHHBIX TIPM BBIOOpE aHTUTUIIEPTEH3UBHOW Teparnuu
MPEeANoYTeHUE JIyUllle OTIaBaTh MOHOTEPAreBTUIECKOMY
noaxony [17]. PekoMeHmylOT uCIOIb30BaTh WHTUOU-
TOPBI AHTMOTEH3MHIPEBpallaoiero hepMeHTa U TOJbKO
B ciiydyae uxX Hea(h(PEKTUBHOCTU WJIM HETIEPEHOCUMOCTHU
OoT/IaBaTh MPEINOYTEeHUE OJoKaTopaM pPelenTopoB
aHrnoreHsuHa. [lpu Ha3zHayeHUM TIpENapaToB 3TUX
TPYNIT JeByIIKaM pernpoAyKTUBHOTO BO3pacTa CleayeT
TMTOMHUTH O PUCKE TepaTOreHHoro aeicTus [21].

CoBpeMeHHbIE HANpaBJieHHsT B TMOMCKe 0€30MacHOro
U 3(deKTUBHOrO MeTOona JieyeHUsl MOJMKHCTO3a MOYeK.
B Hacrosiiiee Bpemsi IIMPOKO OOCYXKAAIOTCSI BOIPOCHI
JIeYeHUsI HaCJIeICTBEHHBIX 3a0osieBanuii [1, 2]. JleueHue,
BO3JICHCTBYIOIIlEE HAa OCHOBHBIE TAaTOT€HETUYECKHE
3BEHbSI POCTa KUCT TPU TOJMKHCTO3€ TOYEK, HarlpaB-
JjeHo: 1) Ha yMeHblIeHUEe Tpojudepalu SIUTETN-
aJIbHBIX KJIETOK KaHaJblIeB W CEKPeLUU XKUIKOCTU
3a CUeT CHIXEHUSI YpOBHS BHYyTpuKJIeTouHoro Ca?*;
2) Ha mnomaBJeHWe SIUAepMaJbHOro ¢dakTopa pocTa
(EGFR), ymenbiienne ypoBHS TAM® u CHUXeHHe
aKTUBHOCTU CSrc  (TMPO3UHKWHA3bI, MPUHUMAOIIEH
ydacTve B Mpollecce KJIETOYHOrO pPOCTa; CSrc SIBISIETCS
nocpeaHuKoM B miepekpecTtHoii cBsisu EGFR u G-6enka
nAM®D) [7, 23, 24]. Kpome Toro, obcykmaeTcss MOUCK
MyTe BO3MEWCTBUSI HA BOCCTAHOBJIEHNUE KJIETOUHO-KJIE-
TOYHBIX U KJIETOUHO-MATPUKCHBIX CBSI3el, YrHETeHUE
MPOrpecCcupyroliero MHTepCTULIMAIbHOTO (prbpo3a, CBsI-
3aHHOTO C TMOBPEXIeHUEM MakKpodaroB, M MojaaBlieHNE
nytyu mTOR (mammalian target of rapamycin — MuneHu
panaMuIiiMHa MieKonuTawmx) [23, 25].

C uenplo ONTUMU3ALMU IUATHOCTUKU U JICUeHUS
MOJUKUCTO3a TIO0YeK Yy JeTeld M B3pOCIBIX CO3/a-
I0TCSl MEXJIyHapOJIHbIe OOIIECTBEHHbIE OpraHu3alllu,

OB30PbI JINTEPATYPbI

MPOBOMSTCS MHOTOLIEHTPOBBIE HUCCenOBaHUsI. MexX-
TUCUUTUIMHAPHOE  MHOTOLIGHTPOBOE  OOBEAMHEHME
NEOCYST comepxut peecTp 1 6M00aHK IT0 KMUCTO3HBIM
3a00JIeBaHUSIM TI0YEK, 0000IIaeT MOJIEKYJISIpHO-TEeHe-
TUYECKUE, KIMHUYECKNE CBEICHUS O KUCTO3HBIX 3a00-
JIEBaHUSAX C paHHUM HAYajioM, SBJISIIOLINXCS TTPUIMHOMN
TePMUHAJIBHOM CTaIUM XPOHUYECKOM OOJE3HU ToUYeK
(APTIIT, HedpoHobTH3, cuHapoMm bapme—bums) [26].
IMpakTyecKre peKOMEHIAINN 0 CUCTEMHOMY TTOJIXOIY
K JIWarHOCTMKE W JIEYCHUIO KHUCTO3HBIX 3a00JIeBaHMIA
MoYeK y AeTeil B Mpe- U HeoHaTaJbHOM TepHoaax 0100-
pennl wieHamu acconuannii ERA-EDTA u ESPN [27].
Opraamsanust PKD Foundation ocHoBaHa mist mmomcka
METOIOB JIEUeHUST TTOJMKUCTO3a moudek [7]. B cocras
AregPKD-koHcopiiyma BXOASIT MEAULIMHCKUE LIEHTPHI
23 crpaH (B ToM unciie Poccust), 6a3bl JaHHBIX KOTOPBIX
BKJTIOYEHBI B MEXIYHAPOIHBIN PETUCTP MO M3YYEHUIO
APIIII ¢ tenpto 00001IeHNS CBEAEHU Y TTONCKA HOBBIX
METOMOB JIeueHUs [28].

M.C. Hrnartosoii u coanT. (2005) [29] oGpaiieHo
BHUMaHUE Ha HEOOXOOMMOCTb BBISIBICHUS Y HOeTeid
C TIOJIMKUCTO3HOM 00JIE3HBIO TOYEK MUTOXOHIPUATBHOM
IUCGHYHKIIMA W TIOCHEAYIoNIeil ee KOpPpeKIUu. ABTO-
pamMu nokazaHa 3((GEKTUBHOCTL JICUEHUST TperapaToM
«SIHTaBUT» MPU MOJUKUCTO3HON OOJIE3HU TTOYEK Y ACTEH.
BakHyi0 poJIb MUTOXOHAPHUABHBIX TUC(HYHKIIUI B ITaTO-
reHe3e MOJIMKKMCTO3a TToYeK nmomyepkuBaoT V. Padovano
un coant. (2018) [30]. E.A. Hukonaesa u coaBnt. (2018)
YKa3bIBAIOT Ha TSKENIbIe PacCTPOMCTBA 3JIEKTPOHHOTO
TpaHCIIOPTa W OKUCIUTEIBHOTO (POCchOpMIMpPOBAHUS,
HapylIeHWsI TPOLECCOB  TMEPEKUCHOTO  OKUCIECHUS
JINTIUIOB ¥ HECTaOMJIBHOCTh IIUTOMEMOpPAaH TP MUTO-
XOHIPHWAIBHBIX HAPYIIEHUSX, YTO COMPOBOXKIACTCS
OTHOCUTENIBHBIM e(PULIMTOM KapHUTUHA U OOYCJIOBIM-
BaeT HeoOxomumocTh ero Koppekuuu [2]. C.B. IMammx
n coanT. (2014) [25] ycraHOBJEHa HEMOCpPEICTBeHHasI
poJib TTpoUOPOreHHBIX (PaKTOpOB pocTa (MOHOLIMTAp-
HOTO XEeMOATTPAaKTaHTHOTO TpoTenHa-1 u TpaHchop-
mupyoliero ¢dakropa pocta 31) B MOBpeXAEHUN MOYEK
U cepAeUYHO-cocynucToit cucteMnl y neteii ¢ AJITTIT.

Haubonee 3HaYnTEIBHBIE YCTIEXU B TIOMCKE CITOCOOOB
JIEYEHUs TIOJIMKMCTO3a TTOYeK JOCTMTHYTHI MPH OllEHKE
3G (HEKTUBHOCTH U 0E30MAaCHOCTU, a TaKKe M3YyYeHUU
KpPaTKOCPOYHOTO U JIOJITOCPOYHOTO BIUSIHUSI TIpera-
paTta moaeanman™® — CEJIEKTUBHOTO aHTAarOHUCTA peler-
topa V2 BazomnpeccuHa (V2R). B Heckonbkux crpaHax
y B3pociabix mauueHToB ¢ AJIIIT 3aBepiieHbl KIWHU-
YecKue MCTBITAHUST BIMSHUST TOJBANTaHa Ha (PYHKIIMIO
MOYeK Ha Pa3HBIX CTAIUSIX XPOHUYECKOIW OOJIE3HU MOYEK
[6, 7]. TonBanTaH MHTUOMPYET ameHUIATIIMKIA3Y, CHU-
kaeT ypoBeHb TAM® B TKaHSX KUCTHI, YTO MOJABJISET
tpaHcnopT Cl~ BHYTph KUCT U 3aMeUISIET UX YBEIMUEHUE
[7, 23, 31]. Pe3yabrarbl KIMHUYECKUX UCITBITAHWUI TOJI-
BanTaHa B TeyeHWe |—3 JeT y B3pOCIBIX TMAlMEHTOB

B TocymapcTtBeHHOM peecTpe JieKapcTBeHHbIX cpencTB PD mpena-
par He 3aperucTpupoBaH.
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¢ AJIITIT cBUAETEeNbCTBYIOT O CHUXXEHUU TEMIIOB pOCTa
KHCT M 0o0I1Iero oobeMa Iovyek, YMEHbIIEHUN 00JIeBOrO
CUHIpOMA, 3aMeUIEeHUM TPOTPECCUPOBAHUS XPOHU-
yeckoi 0oJie3Hu nouek [6, 7, 32]. TonBanran ogo0peH
B KayecTBe IIEPBOTO JICKAPCTBEHHOTO IIperapara
nnsa nedeHust B3pocnbix ¢ AT (FDA, 2018) [4, 7].
IMpuem »TOrO TIpemapaTa OOOCHOBaH TIPU OBICTPOM
TIPOTPECCUPOBAHUN WJIM PUCKE OBICTPOTO TMPOTPECCHU-
poBaHUs Yy B3pochbix mamueHtoB ¢ AIIIIT [6, 7, 31].
OnmHako YKa3bIBaeTCSl Ha CTPOTHE KPUTEPUM OTOOpa
OGOJIBHBIX JJIsI Ha3HAYEeHUsT TOJIBAlTaHA B CBSI3W C OTAac-
HOCTbIO MOOOYHBIX 3(PDEKTOB, HANpUMEp, pa3BUTHUEM
MOJTUANIICUNA, TIONUYPUH, TIEYEHOUYHOM HeIoCTaTOU-
Hoctu [6, 31]. OmmcaH ciaydail OCIIOXHEHWI B BUJIE
TPOMOOSMOOTNY BETBEU JIETOYHBIX apTephii, OCTPOTO
MOBPEXIECHMS TTOYEK, TPOMOO03a BeH HUKHUX KOHEYHO-
cTeii mpu mpuemMe ToJiBanTaHa [33].

EBporreiickasi accommarusi quannd3a W TpaHCITIaH-
tauru nouku (European Renal Association — Euro-
pean Dialysis and Transplant Association/ERA-EDTA,
2018) pekoMmeHayeT Ha3HAYeHUE TOJIBANTAHA B3POCJbIM
nauueHtaMm ¢ AJTIIT B moike 50 et mpy XpoHUYECKOM
6ome3un moyek C1—3A (CKD 6oiee 45 mur/mMuH/1,73 M?)
TIpU ObICIMPOM NPOSPECCUPOGAHUU VTV NPOCHO3e ObICIPOO
npoepeccuposanusi. boicmpoim npoepeccuposanuem AJTITT
cuntatot cHizkeHne CK® >5 mi/muH/ 1,73 M2/Tonm v/vmmn
>2,5 wii/muH/1,73 M2/TOm TIOCiIe WCTEUeHUs Tiepuona
5 net; yBenmueHWe oOIIero odwrema rmodek >5% B o
MpU TIOBTOPHBIX M3MepeHUsIX (>3 pa3 Kaxkable 6 Mec
1o faHHeiM MPT).

AT ¢ geposmuocmouto bbicmpozo npoepeccuposanus
cnenyet cuutath: AT xkmacca 1C—1E (mo xmaccu-
¢dukanuu lleHTpa TpaHCIUIAHTALIMK TTOJUKHUCTO3HOM
0OJIe3HN TIOYeK KIMHUKMA Mayo, KoTopasi OCHOBaHa
Hapesyasratax KT/MPT y B3pociibIx MallMEHTOB U OTIpe-
nensieT rporHo3 nporpeccupoBanust AT mo o6memy
00beMy TIOYEK W BO3pacCTy, UYTO COOTBETCTBYET IIPO-
rHo3y cHkeHust CK® > 2.5 mi/mun/1,73 m2/ron) [34];
AT ¢ peneumsimu PKDI (B CBSI3W ¢ paHHUM
BBISIBJICHUEM KJIWHUYECKUX CUMITOMOB), B cOdYe-
TaHUM C BBICOKMM YpOBHEM pucka (>6 06ajuioB)

OBICTPOTO MIPOTrPeCCUPOBAHMS 3a00J1eBaHUsI
Mo  ILIKajJie  KIMHAYECKUX  IPU3HAKOB,  OIpe-
nensitomiux  ero  mporHo3d  (PRO—PKD) [35].

IMammenTsr Mojoxe 58 JeT ¢ ceMelHBIM aHaMHE30M
10 TEPMHUHAJBHOM CTaNU XPOHUYECKOI O0JIE3HN TTOYeK
MOBTOPHO OOCJIENYIOTCS KaXable 3—5 JIET BBISIBICHMUS
Obicmpoeo  npoepeccuposanus 3aboneséanus. I1000UYHBIE
a(dexTer JledeHUs W M3MeHeHHe o0pasa KU3HU
JIOJDKHBI  OBITh OOCYXXIAEHBI OO Hayaja MpUMEHEHUS
ToiBanTaHa. JledeHWe STUM MpernapaToM IpeKpalia-
eTCsl TIPU TIPOTPECCUPOBAHNM B TEPMUHATBLHYIO CTAAUIO
XpoHnUYeckoil Ooye3nm mouek [31, 35]. Jluxcusan-
man** — aHAJIOT TOJBAIlTaHA B HACTOSIIEE BpeMs IPO-

* B TocynapcTBeHHOM peecTpe JieKapcTBeHHBIX cpenctB PD npemna-
paT He 3aperCTpUPOBaH.

xomuT II a3y KIMHUYIECKOTO MCIBITAHUST Y B3POCITBIX
MalueHTOB C XpOHWYecKoi Ooje3Hblo movyek Cl1-3
npu AITIIT (uccnenosanue EliSA) [7].

W3BecTtHO, 4TO Mem@opmun 3aMEUISIET CKJIIEPO-
3UpOBaHUE MapPeHXMMBI TTOYEK, TOMABISST POCT KHUCT
npu AIIIIT 3a cueT yMeHbIIEHUST CEKPEeLUU KUIKOCTU
u nponudepanum Kietok B kuctax. [Ipemapat Bo3aeii-
CTByeT Ha aKTUBHOCTb AMM-akTUBUPOBAHHOW TIPO-
TEeMHKWHA3bl, KoTopas (ochopuinupyeT M CHUXKAET
aktuBHocTh CFTR  (perynasatop TpaHCMeMOpaHHOI
MPOBOAMMOCTH KHUCTO3HOTO hubpo3a); Gochopuin-
pyeT 6enok TyoepuH u momasiaser mTOP [7, 19, 30].
B Hacrosiee BpeMs MpOBOAUTCS HECKOJIBKO KIMHUYE-
CKMX MCTIBITAHUI MeT(hOPMHUHA Y B3POCITBIX MAIIUEHTOB
¢ AJIITIT (6e3 caxapHoro nuabera) B LIEJSIX MU3YUYEHMSI
ero BJIUSAHMUS Ha TMPOrPEeCCUPOBAHUE XPOHMYECKOM
0oJsie3Hu nouex [7].

ITpoxomuT BTOPOI 3Tam KIMHUYECKMX WCIBITAHUIA
JuuTeapHoro (Oosiee 24 Mec) MpUMEHEHUsI mecegamu-
HUba™** (MHrMOUTOP MYJBTUKMHA3bI) Y B3POCIIbIX MAlU-
eHtoB ¢ AJIITIT [6, 8]. TeceBaTUHUO MOAABISET MPOTU-
depaluio 3MUTETNATbHBIX KJIETOK U KJIETOK 3HIOTEIUS
3a CUET MHTUOMPOBAHUS PELETITOPOB DIHUIAEPMATBHOTO
dakTopa pocrta u dhakTopa pocTa SHIOTEIHUS.

OcylIecTBsIETCS TPETUl 3Talm  MPOCIEKTUBHOTO
PaHIOMU3UPOBAHHOIO NBOWHOIO CJENOro Tanedo-
KOHTPOJIMPYEMOTO  UCCJIEIOBAHUSI aHajora CoOMaro-
cratuHa — saaupeomuda® (LIPS) y manmeHTOB crapiie
18 7ner c xpoHuueckoil Ooje3Hbo TIouek C2-3
npu AITIII. OxunaemMblii pe3yabrar nucciieJoBaHus Tpe-
rnapara 3akJlo4yaeTcsl B 3aMEJIEHUU TEMIOB CHUXEHUS
CK® nHa 30% 3a 3 rona mpumenenus [7]. ITo pesyabratam
kuHnyeckux ucrnbitanuii (RESOLVE trial) y B3pocibix
MalMeHTOB OTMEYeH TMOJOXUTETbHBIN 3(h(MEKT B BUIE
CHWXKEHUS CEKpeLMU, YMEHBIIEHUS OOBbEeMOB IOYEK
W TIeYeHW, HO COMPOBOXIAIOUINICSI CHUKEHUEM
CK® [36]. YcTaHOBJIEHO YMeHbIIIEHNE 00beMa TeYeH!
1 1oueKk y B3pocibix mnaimueHTtoB ¢ AIIIIT Bo Bpems
npuema oxkmpeomuda (aHaJIOT COMATOCTaTMHA), a TaKXke
B TedeHwue 2 JIET Mocje ero oTMeHsI [37, 38].

CrealyeT yUUTBIBATh, YTO MIPUMEHEHUE WHTHOUTOPOB
aHTMOTeH3MHIpeBpaiawiiero depmenta npu AJTII
y MOJAPOCTKOB C COXpaHHON (YHKIIMEN IModyek, Kpome
CHWXXEHUsI  apTepualbHOTO  NaBJiEeHWS,  TPUBOAUT
K 3aMeIJICHUIO YyBeJIW4YeHUsI oO0beMa ToYeK U MHIeKca
Macchl JIEBOTO XeylIo4yKa, CHUKEHUIO YPOBHSI MUKPO-
anboymuHemuu [17].

TTombITKM TPUMEHEHUSI WHTUOWTOPOB TPOTEHH-
knHa3zel MTOR, kKoHTponupyloleil KJIeTOYHBI POCT,
OCHOBaHBI Ha JAHHBIX O B3aMMOJCHCTBUM ITUTOTLIa3Ma-
TUYECKOM YacTW TMOJULMCTHHA-1 W TyOepwHa, a Takxke
BBIPaKEHHOW aKTUBALMU curHajabHoro nytu mTOR
B SITUTEJINU, BBICTUJIAIONIEM KUCTBI, CHUKEHUU YPOBHS
nAM® B wietke (uccnemoBanusi SIRENA; SUISSE).

wk

B TocymapcTBeHHOM peecTpe JIeKapcTBeHHbIX cpencTB P® mpema-
par He 3aperucTpupoBaH.
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Muruduropsr mTOR, 3BeponmMyc U CUpOIUMYC SIBIISI-
I0TCSI UMMYHOCYIIpECCOpaMM; OHM JalOT BbIpaskKE€HHBIM
aHTUTIpoMGepaTUBHBINA 3(PDEKT, BHI3BIBAIOT CHIKEHNE
TEMITOB pocTa obbema Mmovek, Ho He BiausioT Ha CK®dD
(1o NaHHBIM IBYXJIeTHEro HaboneHus1). OqHaKO OTCYT-
CTBUE CTAaTUCTUYECKON JIOCTOBEPHOCTU TIOJyYeHHBIX
pe3yabTaToB, BBIPAXEHHOCTh TOOOYHBIX 3P dEeKTOB
(HammpuMep, HapacTaHUe TPOTEMHYPUN) OTpaHUYMBAIOT
NMpUMEHEHWe 3TUX MpernapaToB. B HacTosiiiee Bpemsi
MPOBOJUTCS KJIMHWYECKOE MCIBITAHNUE 3BEpOIMMYyca
y B3pocibIx nmaieHToB ¢ AJITTTT, KoTopbIM miaHupyeTcst
WJIN YK€ TIPOBeJIcHa TpaHCTUIaHTalus rmovek [7, 19].

C yyeToM HU3KOW PACIPOCTPAHEHHOCTU, TSIXKECTH
TEeYEHUS ¥ OOJIBIIION YaCTOTHI HEOIATONPUSITHBIX UCXO/I0B
pa3paboTaHbl eIMHBIE OKCIEPTHbIE PEeKOMEHIAIuu
o nuarHoctuke u jedeHuto APIIII y nereit (2014) [39].
CornacHo knaccudukauuu S.M. Bonsib (2010) [10, 11]
BbIIENSIOT Kiaaccuueckuit Turt APITIT y HOBOpoXkIeHHBIX
U nerei TpyaHoro Bo3pacta M jaerckuit tam APIIIT
¢ (ubpo3zoM rmeueHU. BbIKMBaHME HOBOPOXIEHHOTO
C KJIaCCMYECKUM TUIIOM 3a00JieBaHUSI 3aBUCUT OT CTe-
MEeHU TSDKECTU apTepuaibHOW TUIEPTEH3UM, OCTPOTO
MOBPEXIEHUST TOYEK, PEeCrMpaTOpPHOIO JUCTPECC-CUH-
poMa, KOTOphIi (opmupyeTcss Ha (oHEe TUIOTUIa3uu
snerkux (¢penorun Ilorrepa) M orpaHUYEHUST TIOABUXK-
HOCTM aAuadparMbl TIpU Pe3KO BbIpakeHHON Hedpo-
Merajuu, OOYCTOBJIEHHON KHUCTO3HBIM paCIIMPEHUEM
6osee 90% cobupaTelbHBIX TpyboueK. [1pu momo3peHun
Ha kinaccuueckuit tun APTIIT (pe3ko yBennueHHbBIE
TUTIEPAXOTEHHBIE TTOYKM W MajIoBOAME 110 JaHHBIM Y3U
TUTI0/1a) WJIM MpeHaTaJIbHOM MOJIEKYISIPHO-TE€HETUYECKOM
MOATBEPXKICHUM JMarHo3a HeoO0XOJAMMO paccMOTpPETh
BOMPOC O poOjOpa3pellleHu MyTeM KecapeBa CEeuyeHUs,
nHGOPMUPOBATh POAUTENEN O TIPOTHO3€ M TSIXKEJIBIX
OCJIOXKHEHMUSIX.

Jnst MOBBIIIEHUST BBDKMBAGMOCTM JeTeil ¢ CHH-
npomoM [loTrTepa ciemayer paccMOTpeTh BOIIPOC O BEHO-
BEHO3HOI reMo(WIBTpallui, OJHO- WJIW JIBYCTOPOHHEN
HE(PIKTOMUU €  TIOCIAEAYIOIIMM  TIepUTOHEATbHBIM
muanu3oM [4, 39]. OmHakKo HaM He BCTPETUJIOCH JOCTO-
BEPHBIX COOOIIIEHUH O TTOJIOXKUTEILHOM BIUSTHUM He(Dpa-
KTOMUM Ha JbIXaTeJbHYIO (yHKUMIO. B KaxmoMm ciydae
pellieHre TpUHUMaeTCs UHAUBUAyanbHo [4, 17, 39]. JIBy-
CTOPOHHSISI HepaIKTOMUST Y HOBopoxkaeHHoro ¢ APIIII
MOXET MPUBECTU K TUITOTEH3UM B CBSI3U C Pa3BUTHEM
apennHemun [39]. Ilpm xknaccuyeckom tmrie APIIII
MMEETCS BBICOKUI PUCK OCTPOTO TOBPEXIACHUSI TOUYEK
B HEOHATaJbHOM M TPYIHOM BO3pacTe U UCXOJa B XPOHU-
YyecKyr 00Jie3Hb TTOYeK B paHHEM BO3pacTe, YTO TpeOyeT
CBOEBPEMEHHO HayaTOil KOHCEPBATMBHOW KOPPEKIIUU
HapylIEHHBIX TOMEOCTaTMYeCKuX (YHKIMI TIOYeK,
KOHTpOJISI He(POTeHHOI apTepualbHONW TMIIEPTEH3UM,
OMpenesieHnsT TIOKa3aHWW K Haydajly 3aMeCTUTEIbHOM
IMOYEYHOM Teparnuu.

IIpu merckom Ttume APIIIl B ximmHMYeckoil Kap-
THUHE TipeobsanaroT mposiBieHus ¢uodpoza (FI—F4
nmo METAVIR) u nmonukucrosa rnedyeHu, CUHAPOM TOpP-

OB30PbI JINTEPATYPbI

TaJIbHOW TUNEPTEH3MM M €ro OCJIOXHEeHUus (KpoBoTe-
YeHUsI M3 BapMKO3HO-paCUIMPEHHBIX BEH TMHILEBO/A,
TeMOPPOMIANIbHBIX BeH, TrurepcruieHn3M). CHHApOM
MOPTaJbHON TUTIEPTEH3UU C KPOBOTEUEHUEM U3 BapH-
KO3HO-pACIIMPEHHBIX BEH TMIIEBOAA U KelylnkKa Ipo-
sBisuicst MesieHoi y 5 u3 14 pereit ¢ APIIII, umeromumx
BPOXACHHBI (PUOpO3 M TONMKUCTO3 TiedeHu [14].
ITpu nerckom turne APIIIT B KucTo3HbI TTpoliecc BOBJIe-
yeHo MeHee 60% KaHajblieB. DTO OOBACHSET OoJiee
no3gHee, yeM Tipu kjaccuueckom ture APIIII, mpo-
rpeccupoBaHNe XpPOHUUYECKOI 00JIe3HU IToYeK. TsokKecTh
JIETCKOTO TUIa 3a00JieBaHUSI OMPENEsIeTCs] CTeTIEHbIO
¢ubpo3a TeyeHn U pa3BUTUEM OCTPOTO TTOBPEXKICHMS
MOYeK C TIPOrpecCUpoBaHUEM XPOHUYECKOH O0Je3HU
nouex [40].

OO0cyxmaeTcss BOMPOC O BO3MOXHOUN 3(hhEeKTUB-
HocTM TojBanTaHa s jaedeHusi APIIIl y nereit.
BBunmy Toro, uto OeJKM TOJULUMCTUHBI, OTBET-
crBeHHbIe 3a popmupoBanue AIIIIT u APIIII, Haxo-
NISITCSI B CJIOXKHOM MOJIEKYJISIDHOM B3auMMOJIEICTBUH,
paspaboranHbie s AJIITT MeTombl jieueHUsT MOTYT
ObITh 3(M(HEKTUBHBIMU M Ha COOTBETCTBYIOIIUX CTa-
IUSIX XpoHUYecKoit 6oyie3nu nmouek rpu APIIIT [4, 23].
K HacTosiiiemy BpeMeHUM pe3ysibTaThl KIMHUYECKOTO
WCMBITAaHUS TOJIBaNiTaHa B JJAHHOW IpyMnIie MalleHTOB
He omnyOsukKoBaHbl. TonBanTaH yBeJMYUBAET BbIJIE-
JjieHue BoJbl (akBapeTuk) U 3(PEMEKTUBEH TIPU TUIO-
HaTpUeMUM. DTOT IMOJOXMUTEIbHBIN 3(P@eKT aHTaro-
HHCTOB V2R MOXeET OBITh MCITOJB30BaH MPU acCIIUTe
Ha ¢oHe uupposa mneueHu [40]. TumoHarpuemusi
yacto (25%) Bctpevaercs mpu APIIIT u mporpeccu-
pyeT Npu HU3KOM TIOCTYIJIEHUU B OPTaHU3M HaTpusl,
YTO HEOOXOIMMO YUYUTHIBATH MPU TPYIHOM BCKAPMJIM -
BaHuu [41]. B cBSI3M c HapylieHueM mpoliecca KOH-
neHTpupoBaHus Moum y aeteit ¢ APIIIT oTrmeuaercs
BBICOKMIT pUCK 00€3BOXMBaHUSI, OCOOCHHO TIPU TaTO-
JIOTMYECKON TIoTepe XKUAKOCTU (IMXopajka, pBOTa,
noHoc). OxwugaemMbIM sBAsieTCsI 3(hGHEKT CHUXKEHUS
obiero oovema nouek npu APIIIT Ha ¢doHe mpuema
TonBanTaHa [41], ogHaKO MPUYMHONW TUIIOHATPUEMUN
MOXET OBbITh HE TOJBbKO M30BITOK Ba3OIpecCHHa, HO U
TYOYJOMHTEPCTULIMANIbHBIE HAPYIIEHUsI, TPU KOTOPBIX
HaszHayeHMe aHTaroHucta V2R He mnokaszano [39].
B ciyyae 3HAuMTENbHOW TOJUYPUU IJISI CHUXKEHUS
pucKa Jeruapatalumy, YMEHbBIIEHUsS JTUCTalbHOTO
BBIICJICHUST 3JEKTPOJUTOB M BOMAbBI 11eJ1ec0o00pa3HO
Ha3zHayeHWe TUA3UIHBIX TUypeTuKos [8, 17].

ITpu APIIIT aprepuanbHasi rurepTeH3us] pa3BUBa-
ercst y 80—100% neteit m 9acto OOYCIOBIMBAET HEOO-
XOIMMOCTh Ha3HAYeHUsI HECKOJIbKUX TMITOTEH3UBHBIX
npernapaToB C MEePBbIX MECSIIEB XXU3HU. Y JeTeil ¢ apTe-
puanbHoil runepreHsueid nipu APIIIT penko montBep-
Xnaetcs runeppeHuHeMusi.  OmHaKo — mpernapaTaMu
BbIOOpa TIpU JICUEHUM TaKUX JETe SIBJISIIOTCSI MHTUOM-
TOpPbl aHTMOTEH3UHIIpeBpaliawiiero ¢GepMeHTa u 0Jio-
Katopbsl penenropoB aHrmorensmHa Il [4, 17]. Kpome
TOTO, MperapaThl 3TUX TPYIIT CITOCOOCTBYIOT CHUXKEHUIO
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9KCKpeLMU aTb0yMUHA C MOYOH U 3aMeJUIEHUIO MPOTrpec-
CUPOBAHMSI XpPOHUUECKOI Oosie3Hu Touex [17, 42].

Hepenko Hedpo- m remaTocIuieHOMEraaus TpH-
BOASIT K HapyumeHuo (GYHKIUU KeJTyTo4YHO-KHU-
IIEYHOTO TpaKTa, 3aTPYAHEHUIO KOPMJIEHMSI, OTCTa-
BaHMIO B pocTe 1 pa3putuu neteit ¢ APIII. YunteiBas
HapyllleHWe BcacbhlBaHUSI XUPOPACTBOPUMBIX BUTa-
MUHOB y JeTeil C pacliMpeHueM BHYTPUIIEUEHOUHBIX
JKEJIUHBIX TPOTOKOB, HEOOXOUMO MPOBOJAUTH COOTBET-
CTBYIOIIYIO KOppeKIuto. B cBsi3u ¢ HapylieHrneM MOTO-
PUKHU KEJIYHOTO TPOTOKA M CHUXXKEHUEM CeKpeluu
coJielt Xeayr MoKa3zaHO Ha3zHaueHUe XETYHBIX KUCIOT
(ypcoie3okcuxojieBasi KHMCJI0Ta), KOTOpbIE CMOCO0-
CTBYIOT YJIYUIIEHUIO MUIlIEBAapeHUs U 00JagaloT rema-
TONIPOTEeKTOPHBIMU cBolicTBamu [17]. [1pu nmporpeccu-
pPOBaHUM TOPTAIBHOI TUTIepTeH3UN peryisipHo (1 pa3
B 6—12 Mec) n0oKHA TPOBOAUTHCS 330(haroracTpoayo-
JNIEHOCKOITUSI C OLIEHKOI CTEeNeHU BapUKO3HOTO pac-
IIUPEHUsI BEH TMIIEBOJA M XeJyaKa, HazHauyeHUEeM
HeCceJIeKTUBHBIX OeTa-00kaTopoB [17], mpoBeneHreM
JIMTUPOBAHUS BEH [JIsI WCKJIIOUYEHUS BO3MOXHOCTHU
kpoBoTeueHus. [IpennoxkeH airopuTM BeaeHUS NeTei
C OCTpPbIM TIOBpPEXIEHUEM TI0YeK, COYETAIIIUMCS
C XpOHMYECKNM 3abojieBaHreM neueHu [40].

IIpu TepMuUHaIBHON CTaaTUU XPOHUYECKOU OOJIE3HU
MoyeK y JeTeil TpyaHoro U paHHero Bo3pacta ¢ APTIII
€IMHCTBEHHBIM JOJITOCPOYHBIM METOJOM 3aMECTH-
TEJIbHOW TIOYEYHON Tepanuu OCTaeTcsl TEepUTOHE-
aJlbHBI  JMAA3, KOTOPBIA TIPEATIOYTUTENIEH [axe
npu Hedpo- W remaTocruieHOMeTaauu. TpaHcIIaH-
Talusl TOYeK TOBBIIIACT MPOAOKUTEIbHOCTh U Kave-
CTBO XXM3HU MallMeHTOB. B uTeparype onucaHbl ciiyyau
TpaHcruiaHtauuu nodek npu APIIIT y mereit ¢ maccoit
tena 7 xr [4]. [Ipn TepMUHAILHON CTaguy TTOYESYHOU
HEJIOCTAaTOYHOCTU B COYETAHUM C TIEYEHOUHOW Hemo-
cratouHocThio y 10—30% neteii ¢ APTITI MoxeT OBITH
peKoOMeHI0BaHa KOMOWMHMpPOBaHHAsI TpaHCILIaHTALWs
neyeH U modek. OmHaKO JO HACTOSIIEro BpeMeHU
HET eIMHOTO MHEHUS O CpOoKaX U CTpaTeruu ee mpoBe-
NIeHUST, B KAXKIIOM cllydyae pellieHue MpUHUMaeTCs] UHAM-
BUAYaJbHO C YYETOM pHUCKa DPa3BUTHUS OCJIOXHEHUI
(cernicuc, OakTepualbHBIN XOJAHTUT, OCTPOE TOBpe-
xneHue rmouek) [3—4, 17, 43]. OnucaHbl KIMHUKO-1a00-
paTopHble (DaKTOPHI JJISI MOCAEA0BATEIbHON U KOMOU-
HUPOBAHHOW MOYEUYHO-TIEUEHOYHOW TpaHCIUIAHTALUU:
TSDKEJI0e TIOpaXkeHUe TIeUeHU C TIPOrpecCUpyIoIIuM
HapylieHrueM (pyHKIMU B JETCKOM BO3pacTe, C OLEHKOM
YpPOBHSI ajbOyMuHa, OWJIMpPyOMHA B KpOBU B CoOYe-
TaHWU C PE3UCTEHTHON K JICUEHUIO TTOPTAIbHON rumep-
TeH3MEe!/BOCXONSIIMM  XOJIAHTUTOM/3yJIOM; HaJIu4due
OCJIOKHEHUWII TMOPTAJIbHOM TUMEPTEH3UU; HaIu4ue
OCJIOKHEHMIA B BUJE TOPAXEHUST XKEIUYHBIX MPO-
TOKOB (XOJIAHTUT); LMUPPO3 TEUEeHU, MOATBEPKIACHHBII
MO JaHHBIM OMOTICUM; XpOHUYecKast 0oyie3Hb rmouek C5;
HaJM4ye JOHOpa MeYyeHU 1 mouku [43].

HayaTbhl knMHWYECKHWe UCIbITaHUS 3(POEeKTUBHOTO
1 0e30MacHOro crocoda MaTOreHETUYECKOTO JIeYSHMSI

MOJINKMCTO3a TTIOYEK Y JIeTell U TMoApOoCcTKOB. B HacTosiiee
Bpems1 mpoposikaercss Habop nereit ¢ APTIIT B BO3-
pacte 5—12 et Ha 1-i1 3Tall KIIMHUYECKOTO MCIBITAHUS
no 0e30MacHOCTU W TEPEHOCUMOCTHU mecesamunuoa;
nereii ¢ AITITT crapiie 4 jgeT B TPYIIbl MEXIyHApOI-
HOTO KJIMHUYECKOTO MCTBITAaHMS TI0 OlleHKe 3 (HEeKTHUB-
HOCTU M 0e30TacHOCTM, a Takke M3y4YeHUIo (apmako-
KWHETUKU U TIePeHOCUMOCTH TOJIBalTaHa; IeTei cTapiie
6 net ¢ AJITIIT B Tpynmy Mo MCCIEAOBaHUIO JIeYeOHOTO
a¢dekTa KypKyMUHA TIpU COCYAUCTON JUCHYHKIIMU
[6—8]. Ham BcTperwioch ONKMCAaHUE €IMHCTBEHHOIO
cJiydasl yCIIeITHOTO TIPUMEHEHHUS ToJIBarnTaHa Y HOBOPO-
XKaeHHoro ¢ TsekesbIM TedeHueMm AJITTII. TTpuem mpena-
paTa TIO3BOJIMJI TIPOBECTU KOPPEKIIMIO TMITOHATPUEMUU
U 3aMeJUTUTh yBeJIMYeHe o0beMa rovek [44].

Y nmaumMeHTOB JETCKOTO BO3pacTa MPOBOASITCS
KJIMHUYECKWE  MCMBbITAaHUsS  OuMoOMapKepoB  ITOBpe-
KIEHWST W XapakTepa LWJUOTIAaTUX TIPU TTOJUKHUCTO3e
nouek [5—7]. Kak yxe ormeuanocb, APIIIl oTHecen
K opdanHbiM 3aboneBaHusiM. Co3zmaHue MexayHa-
POJIHOTO MHOTOLIEHTPOBOTO PETUCTpa IO H3YyUYEHUIO
APIIIT (AregPKD); peructpa mo TpaHCIUIaHTallUU
MoYeK, TeUYeHM, ITOIKETyIOUYHOM XKejlesbl; pecypca
MEYEeHOUYHO-TIOYEYHBIX (PMOPOKUCTO3HBIX 3a00JIeBaHUI
(UAB HRFD) no3Boaut 00001IUTh CBEAEHUSI 00 0CO-
OCHHOCTSIX TeUEeHMsI, pe3yJbTaTax JICUeHUS] U MCXomax
3aboseBanus [6—7, 26, 28].

HayuHblii WHTEepec mMpeacTaBiasieT MCClel0BaHUe
MO OIMMCAHUIO KJIWMHUKO-MOJIEKYJISIDHOW XapaKTepu-
ctuku teuyeHuss AIIIIT y moapocTKoB B OTCYTCTBUE
myTauuii reHoB PKDI v PKD2 [6, 7]. Jloka3aHO TIOJIO-
KUTEIbHOE BIWSIHUE CTAaTMHOB TPU  IUCHYHKIIUU
SHIOTENNST W TUIepTpoduM JEeBOTro KeJyjouka.
Ilo pesynbraTamMm paHIOMU3UPOBAHHOTO JBOWHOE-
cJIeTioro  T1aie0o0-KOHTPOJUPYEMOTO KJIMHUYECKOTO
WCMBITAHUSI TIpaBacTaTMHA y JeTed cTapiie 8 JieT
n noapoctkoB ¢ AJIIIIl oTMedyeH MOJIOXUTEIBHBIN
3¢ deKT OoT mpuemMa mpernapara B BUIIE YMEHbIIECHUS
o0111ero oobeMa Mmoyek, MHAeKca Macchl JJEBOTO KeJy-
Moyka M MUKpoadbOymMmuHypuu. OnHaKo Ha3HayeHUe
npaBacTaTWHA C 1IEJbI0 JICUCHUs TTOJUKUCTO3a TToUeK
y IeTeli ¥ oaApocTKoB He ogoopeHo FDA [45].

3aknovyeHue

Ha coBpemeHHOM B3Tame pas3BUTUS TeauaTpuyde-
CKOI He(hpOJOTUM TIPOAOJIKAIOTCS TTOMCK M BHEApPEHUE
HOBBIX U 0€30IacCHbBIX METOIOB JICUeHHsI, HalIPaBJICHHbBIX
Ha CHWXXEHME TeMITOB POCTa KUCT M TPOrpecCUpPOBaAHUS
MOYEYHOIM HEAO0CTAaTOYHOCTH, TO3BOJISIIONINX YIYYIIUTh
nporHo3 npu AJITIT u APIIIT y nmereii ¥ moapoCTKOB.
Ony6iMKoBaHbl Pe3yJibTaThl KJIMHUYECKUX WCTIBITAHUI
aHTaroHUCTOB pelienTopa V2 Ba3orpeccrHa (ToaBarTaH,
JINKCUBANTaH), WHTUOMTOpa MYJIBTUKMHA3bl (TeceBa-
TUHUO), aHAJIOTOB COMATOCTaTHHA (JJAHKPEOTH/I, OKTPEO-
THJA), CTaTUHOB (MpaBacTtaThHa), UHruouropoB mTOP
(3BepoMMyC, CUPOJMMYC), MeT(hOpPMHUHA Y TIallMeHTOB
¢ AIATIIT u APIIII.
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