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PEDEPAT

B 0630pe npuBeneHbl COBpeMeHHbIe CBeAEeHUS 0 AuarHoCTuke, Te4eHUn, TPaANLMOHHON 1 HOBOW CTpaTernu Tepanmm BpoX-
LeHHOro HedporeHHoro HecaxapHoro anabeta (BHH/) y neteii u nogpocTKOB.

KnioueBbie cnoBa: BpOXAEHHbIN HeDPOreHHbI HecaxapHblii AuabeT, 4eTy U NOAPOCTKU, Tepanus.

ABSTRACT

The article presents modern data on the diagnosis, course, traditional and new treatment strategy of congenital nephrogenic

diabetes insipidus (NDI) in children and adolescents.

Key words: congenital nephrogenic diabetes insipidus, children and adolescents, therapy.

Bpoowcoennwiii Heghpocenuwili HecaxapHulil Oua-
oem (BHHJI) — HacnencTBeHHas TyOynomaTus, BeIy-
LOIMMH CHUMIITOMAMH KOTOPOM SBISIFOTCS MOJIMYPUS,
MOJUIUIICHS, TUIIOCTEPHY PHUSL.

Cucmemamuxa HHJ{ mo Online Mendelian In-
heritance in Man (OMIM [1]: X-cuemnieHHbIi perec-
cuBHblil HHJI — 304800; AyTOCOMHO-IOMUHAHTHBII
HHJI — 125800; Aytocomuo-peneccuBubii HHJ[ —
222000; HH/I ¢ myTauusiMu B TpaHCHOPTEPE Moue-
BHHBI — 613861.

Hcmopusa eonpoca. Ilpunsato cuurarb, 4TO IO-
YeyHBI HecaxapHbI nuaber ommcaH B 1945 romy
H. Forssman (LllBenms) m A. Waring (CILA) [2].
C.H. Mclraint B 1892 roxy omucan cimydait «diabe-
tes insipidus» B xypHene Lancet [3]. R. Williams u
C. Henry B 1947 rony yka3zajiu Ha HEUyBCTBUTEIIb-
HOCTh K aHTHAMypeTndeckomy ropmony (A1) mpu
MOJIMYPUH Y TTALIMEHTOB U MPEAJIOKUIN TEPMHUH «He-
(bporeHHbI HecaxapHbIl aAradeT» [4].

Tepmunonocusi. B oredecTBeHHOU W 3apyOe:KHOM
JUTEPaType MCHONB3YETCs cleqyrouas TePMUHOIO-
rus (Tadmn. 1).

Knaccugpukayus. Beinensror mnepBUYHBIA  (Ha-
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CIJICICTBEHHBIH, BPOXKIEHHBIN) U BTOPUUHBIN (IIPHOO-
perénnbiit) HHJI. HacnencTBeHHbIN (BpOXKIEHHBIIN)
HH/I nposBisieTcss U30JIMPOBAHHBIM CUMIITOMOKOM-
TUIEKCOM TOJUYPHUH, MOJIMIUICUH, THUIIOCTEHYpHUU
WIHM BCTpedaeTcs B CTPYKTYpe HACJIEICTBEHHOIO 3a-
OoJsieBaHMS KaK OIH U3 CHHIIPOMOB.

Quzuonocua. AHTUANYPETUUYECKUI TOPMOH (ap-
TUHUH Ba30MpPECCUH) MOCJe MOCTYIUIEHUS B KPOBO-
TOK, TMPU LUPKYJISILUH CBA3BIBAETCS C Ba30IPECCHHO-
BBIMU perientopamu 2-ro tumna (V2-peuentop), KoTo-
pBIe pacroniokeHbl Ha Oa3onarepaibHOil MemOpaHe
KJIETOK CcOOMpaTrenbHbIX TPyOOK mouek. Kommiekc
Ba30MNPECCUH-PELENTOP aKTUBU3UPYET BHYTPHKIIE-
TOYHYIO aJIeHWJIATIMKIIa3y MOCPEACTBOM TI'yaHHMHHO-
ro HykneonporenHa (G-0enok). AJCHUIATIIMKIIA3A
KaTaJu3upyeT 00pa3oBaHUE LUKIMYECKOTO aJeHO-
suaMoHo(docdara (cAMP) u3 agenosuntpudocoa-
ta. Huxknuanueckuit AMP, B cBOIO o4yepesp, akTUBU-
3upyer nporenHkuHazy A (cAMP-3aBucumas mpo-
TEMHKHHA3a), KOTOpash WHHULUHUPYET PsJ peakiuu,
MPUBOJAALINX K TOBBIIIEHUIO MPOHUIIAEMOCTH alu-
KaJbHOW (JIOMHUHAJILHOW) MeMOpaHbl IJIaBHBIX Kile-
TOK coOuparenbHbIX TpyOOK mouek. Yepes cAMP-
OMOCPEIOBAHHYI0 TepeAady MPOUCXOAUT BCTpau-
Banue AQP2 romorerpamepa U3 BHYTPHUKIETOYHBIX
BE3UKYJI B aMMKaJbHYI0 MeMOpaHy KJIETOK coOmpa-
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Tabnuua 1

TepMuHONorua BPOXAEHHOro He(pPOreHHOro HecaxapHoro anaderta

B oTte4yecTBeHHO nnteparype

B 3apybexHori nimteparype

HacnencreeHHbI HeDPOreHHbI HecaxapHbIii AnabeT
BpoxaEHHbIN HedpOreHHbIn HecaxapHelin AuabeT

BasonpeccuH-pesncTeHTHbI HecaxapHblii anabeT
MoyeyHbIi HecaxapHbIi ouadeT
X-cueneHHbI PEeLLECCUBHbIN MOYEYHbIN HecaxapHbIn anabeT

AYTOCOMHO-A0OMUHAHTHbI HEPPOreHHbI HeCaxapHbIi aAuabet
AyTOCOMHO-PELLeCCUBHbI HebPOreHHbI HecaxapHbli AnabeT

Hereditary nephrogenic diabetes insipidus
Congenital nephrogenic diabetes insipidus

Vasopressine- or antidiuretic hormone-resistant diabetes insipidus
Nephrogenic diabetes insipidus

Diabetes insipidus renalis

X-linked nephrogenic diabetes insipidus

Autosomal dominant nephrogenic diabetes insipidus

Autosomal recessive nephrogenic diabetes insipidus

TENILHBIX TPYOOK, yBENMUYMBAsl KICTOYHYIO MPOHU-
naemMocth it Bogbl. AQP3, pacrionoxeHHble B 0a30-
JIaTepaJIbHOM MeMOpaHe ATUX KIIETOK, 00eCIICYMBAIOT
BBbIXOZl peabcopOMpOBaHHOW BOIBI B MHTEPCTHIINH,
MPOMCXOAUT peabcopOuusi BOAbl M KOHLECHTPALHS
Mmoun (puc. 1) [5-10].

CoBpeMeHHBIE HCCIICAOBaHUS JAIOT Oosee ToY-
HOE MPEJCTAaBICHUE O CUCTEMaX TPAHCIOPTa BOJBI B
JUCTANBHBIX KaHaJblaX ¥ cOOMpAaTeNbHBIX TPyOKax
Heppona. ApropureTHbIMH ydenbiMu D.Weche, P.
Deen, N. Knoers (2012) npencrapiieHa cxema COeIu-
Henusi AVP ¢ AVPR2 nHa 6a3onarepanbHoii MeMOpaHe
SMUTENUANBHBIX KJIETOK COOMpaTeNibHBIX TPYOOK H
cucTeMa BHYTPHKIIETOUHOTO TPAHCIOPTa BOABI LIS
000CHOBaHUS HOBOII cTpareruu Tepanuu (puc. 2) [7].

W3BecTHBI MeayUISipHBIE TPAHCIIOPTHBIE MPOTEHU-
HBI, YYaCTBYIOIIME B MEXaHM3ME KOHICHTPAIIMU MOYH
(axBamopuHsl, TpaHcropTepsl MoueBuHbI UT-A, Na-
K-2Cl xorpancnoptep, MOYEYHBIH TPaHCIIOPTHBIH
MeayJUIIpHBINA Kanuesslit kaHat ROMK) [7-9].

Jlokanu3zanus MEeAYJUIIPHBIX TPAHCIIOPTHBIX MPO-

Recycling
Vesicle

Syntaxin 4 €

luminal

TEWHOB, YYaCTBYIOIINX B MEXaHU3ME KOHIIEHTPAIUN
Moun. UT — Tpancmoprep moueBmHB, AQP 1,2-4
akBarropuasl, NKCC/BSC1 - Na-K-2Cl xorpan-
croprep, ROMK 1 — modeunsIif TpaHCTIOPTHBIN Me-
JYJUISPHBIA KaJueBbIA KaHaul MpejicTaBieHa mno J.M.
Sands, H.E. Layton (2009), puc. 2 [8].

Hpuuunvt pazeumus BHH/] y oemeii [2, 6—12]

1. JedekT 49yBCTBHUTECIBHOCTH V2 PEIENTOPOB
Ha 0azonarepabHON MeMOpaHe KIETOK JUCTATBHBIX
KaHAJBIIEB U COOMpATENbHBIX TPpyOoKk K AJII, mpuBo-
JSITAH K HApYIICHUIO peadbcopOIny BOIbI

2. HNedextsl co3manus (MEIYJULIPHOTO) OCMOTH-
YECKOTO TPaIMeHTa B MO3TOBOM CJI0€, HEOOXOTMMOTO
IUIsT peabCcopOIiy BOIIEI.

Tenemuuecxue popmor HH/[ [1, 2, 6,7, 10-12]

1. X-cuemneHaslii peneccuBHbI/X-linked NDI
(AVPR2).

2. AyToCOMHO-IOMHUHAHTHBIN /Autosomal domi-
nant NDI (AQP2).

3. AyTtocomHO-periecCuBHEII/ Autosomalrecessive
NDI (AQP2).

<@
JOGERETRAY

aseloko |A|Auspe

b.';asolateral

Puc.1. CxemaTnyeckoe |/|306pa>|<eH|/|e SCI)C])eKTa aprmHnHa Ba3onpeccrHa Ha noBbllleHne BOZHOMN MPOHNLAEMOCTW B NMaBHbIX KJIETKax

cobupaTtenbHbix Tpybok noyek. Mo D.G. Bichet (2009) [6].
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BHyTpukneTo4HbIn NyTb Nepenaym curHa-
na, HMymMupylowmnm ceasoiBaHne AVP ¢
AVPR2. C nomoLLbio akTuBaumun aaeHmunar-
umrknassbl (AC) M UAM®-Npon3BoaCTBEHHOM
cTumynaunm, npotenHknHasa A (MKA)
akTuBupyeTcsa n dochopunnpyet 6enkm-
muweHn CREB-1, AQP2 n Rho-GDI.
®dakTop TpaHckpunumm CREB-1-p cTumy-
nmpyet AQP2 tpaHckpunumio, Rho-GDI-p
VHULMNPYET peopraHm3aunio akTuHa,
HeobOxoaumyto onsa TpaHcnopTta AQP2 un
AQP2-romoTeTpamMepoB, OHW TpPaHCMop-
TUPYIOTCS K anukaabHO MembpaHe. Tam
OHU penaloT membpaHy NpoHULLaeMomn
ans BoAbl, KOTOpas peabcopbupyetcs
® 13 NPO-Mo4M Ha 6a3zonarepanbHON MeM-
6paHe nocpeactsoMm AQP3 n AQP4 n

collecting duct
principal cell

QP:

urinary
excretion

endosomal
vesicle

microtubule lysosomal

degradation

transcription @
franslation

TpaHcnopTUpyeTcs 06paTHO B KPOBOTOK.

AQP3 water
Rab$S- onocpenoBaHHbIli aHOoLMTO3 AQP2

homeostasis

NOKPbLITEIMU KNATPUHOM My3bipbKaMu,

BbI3BaH KOPOTKOW LLEMbI0 YOMKBUTUHUPO-

BaHWS 1 NPUBOAUT K 3aBEPLUEHMIO OTBETA.

! YcBoeHHble ny3bipbkn AQP2 TpaHcnopTu-

pylOTCS B PaHHWE 1 NO34HWE IHAOCOMbI

basolateral Takxe, Kak MyJibTUBE3UKYNSIPHblE Tena

(MVBs) nocpencTBOM (-)-KOHEL, Hanpas-

; JIEHHOrO TPaHCNopTa BAOJb MUKPOTPYDHO-

E yek ons xpaHeHus. OT MVBs, oHU MmoryT

' ObITb MO0 NIM30COMANbLHO AerpPaanpPOoBaHbI

i (onunTenbHoe yOUKBUTUANPOBAHME), MO0

‘ nepepaboTaHbl Yepes Rab-11-3aBUCHUMbIi

i nyTb MeaJIEHHOWN peunpKynauum (TpebyeT-

E cs peybuksutunauma) [7]. lNpumevaHuve:

¥ YOUKBUTUHNPOBAHME — MOCTTPAHCAALNOH-

HOe npucoeauHeHne GpepMmeHTamm youk-

BUTUHAMIrA3aMn OJHOMO WM HECKONbKUX

MOHOMEPOB YOUKBUTUHA C MOMOLLIbIO KOBaA-

JNIEHTHOW CBSI3M K OOKOBBIM aMUHOrpynnam
6enka-MuLLEHN.

Puc. 2. BHyTpukneTouYHbIN NyTb Nepefayn curHana, MHMLMmnpyioLero cesasoisaHve AVP ¢

AVPR2. No D.Weche, P. Deen, N. Knoers (2012) [7].

4. C myTauusiMu B Tpancnoprepe mouesunbl/Urea
transporter A (UT-A1,UTA?2).

X-cyennennwiii peyeccuenviii HH/{

B ocnoge knaccuueckoro HH/I, nepenatoierocs
X-CIIETIEHHO — PEIIECCUBHO, JIS)KUT HEUYBCTBUTEb-
HOCTB V, PELIENTOPOB, PACIIONOKEHHBIX Ha Oa3osare-
panbpHOIl MeMOpaHe KIETOK cOOMpaTenbHBIX TPYOOK
MOYeK, K aHTHUJANYPETUIECKOMY TOPMOHY. MyTtanuu
B reie AVPR2, kapTupoBaHHOM Ha JUIMHHOM IUICYE
X-XxpoMocoMBbI B perrone 28 (Xq 28), Koaupyromum
V,R penenrop, NpuBOAAT K Pa3BUTHIO KJIACCHYECKO-
ro HHA [1, 2, 6,7, 11, 12].

[To maHHBIM JIUTEpaTYypBI, X-CIEIUICHHOE perec-
CHUBHOE HacienoBaHue Bcrpeuaercs B 90% Beex ciiy-
yaeB HacneacrBennoro HHJI [11]. 3BecTHO MHOTO
paznuuHbBIX MyTanuii reHa AVPR2, napymarommx
pElenTOPHBIC CUTHAIIBI M IPUBOISIINX K HETyBCTBH-
TEIBHOCTH V, PELENTOPOB 0a30aTeIbHbIX MEMOpaH
KIETOK coOuparenbHblx TpyOok k ABIL C yuérom
MOJIEKYJISIPHBIX MEXaHH3MOB HEYyBCTBUTEIHLHOCTH
V2R K ABII B ki1eTOYHON MOAEIIN BEIIEIEHBI KIaCChI

mytauuid npu BHH/L [6, 11, 12]. Cumntomer HHJL
npu X-CIEIUICHHOM HACJICIOBAHUH MPOSIBISIIOTCSA Y
MYXYHH, Y )KCHIIHH C TeTEPO3UTOTHBIMU MYTALUSIMH
(HOcHTeNnM) MHOTJa OOHAPYKUBAKOT CHUMIITOMBI JIET-
xoro HHJ/I B 3aBuCMMOCTH OT HaJW4Msl pa3inUYHON
aKTHBAaLUM MYTHUPOBAHHOIO reHa — Lion MexaHU3M
[2,6,11,12].

AymocomMHo-0OMUHaHmMHBIL U
peyeccuenviii HH/[

B ocHOBe ayTOCOMHO-TOMHUHAHTHBIX U ayTOCOMHO-
petieccuBHBIX popm HH/I, mexar mytarun rena AQP2,
KapTUPOBAaHHOTO Ha aytocome 12ql3 u Komupyromero
aKBaIopuH-2 KaHar—aquaporin-2 water channel, pac-
TIOJIOKEHHBIA HA alHMKaJIbHOM MeMOpaHe KIIETOK CO-
OuparenbHBIX TpyOOK mouek [1, 2, 6, 10-12]. Ayto-
COMHOE HacJel0BaHHE C ayTOCOMHO-PELIECCHBHBIM H
ayTOCOMHO-ZIOMHUHAHTHBIM TOATHIIAMH BCTPEYACTCS B
10% Bcex ciaywaeB Hacneactsennoro HHJI [10-12].
IIpu ayrocomuo-momunantHom HHJ[ knmHuueckue
CHUMITOMBI MOJUYPUH U TIOJIUAMICUH TMOSBISIOTCA Y
JeTell B TPpyIHOM, IIKOJIBHOM Bo3pacte. B skcnepu-

ayniocoOMHO-
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Puc. 3. JlTokanusauma MeoynisipHbIX TPaHCMOPTHbLIX MPOTEVHOB,
YHaCTBYIOLLMX B MEXaHN3ME KOHLEeHTpauum Mmoyu. Mo J. M. Sands,
H. E. Layton ( 2009) [8].

MonekynsipHast AEHTUYHOCTb (0OCOBEHHOCTN) 1 Nnokanmnaauns
TPaHCMNOPTHbIX 6ENKOB HATPUS, MOYEBUHbI U BOAbI, YHACTBYIOLLMX
B MACCMBHOM MEXaHN3Me KOHLIEHTPUPOBaHMS MOYY B MELYSAP-
HOM BellecTBe. CneBa 0603HAYEHbI OCHOBHbIE OTAEbI MOYKN.
NaCl aktnBHO peabcopbupyeTcs 4epe3 TONCTbI BOCXOASLLMIA
otaen Na-K-2Cl kotpaHcnoptepom (NKCC2/BSC1) anvkanbHom
nnasmartuyeckoin MembpaHbl 1 Na/K-ATdazoi 6a3onarepansbHoi
MemOpaHbl (He nsobpaxeHa). ROMK — no4yeyHblli TpaHCNoOpT-
HbIn MeaynnspHbIA KanueBblli kaHan. Bopa peabcopbupyetcs
yepe3 AQP1 BoaHble KaHanbl anuvkanbHOM 1 6a3onaTepasnbHomn
nnasmaTuyecknux MmembpaH Hucxoasuero otaena. Boaoa peab-
copbupyetcsa yepe3 AQP2 BoaHble KaHasbl anukanbHOM nnas-
MaTn4eckon MeMbpaHbl COOMpaTeNbHbIX TPYOOK B MPUCYTCTBUN
Ba3onpeccuHa. Boga peabcopbupyetcs yepe3 AQP3 BogHble
KaHanbl 6azonarepasnbHON N1a3MaTU4eckon MeMOpaHbl B KOPTU-
KanbHbIX M MeayNnsapHbIX cobMpaTtesnbHblx Tpyokax 1 yepe3 AQP3
1 AQP4 BoaHble kaHanbl cobmpaTenbHbiX TPYOOK MEAYASPHOro
BeuwecTtBa (IMCD). MouyeBMHa KOHLEHTPUPYETCS B NPOCBETE
cobupaTesnbHbIX KaHabLEB (3a cyeT peabcopbumm BOAbI), MOKa
OHa gocTurHeT TepmuHana IMCD, roe oHa peabcopbupyeTtcs
C NOMOLLbIO TpaHcnopTepoB MoyeBuHbl UT-A1 n UT-A3. B co-
OTBETCTBMM C FMNOTE30M MNAaCCUBHOIO MexaHn3ama, X1UAKOCTb,
nonagaroLLas B TOHKYO BOCXOASLLYIO YaCTb MNET/IM U3 CMEXHOWN
TOHKOW HUCXOAAWEN YacTn neTnun leHnm, nmeet 6onee BbICOKYHO
koHueHTpauuto NaCl n 6onee HU3Ky KOHLIEHTPALMIO MOYEBUHbI,
YeM BHYTPEHHUN MeAyNAPHbIA UHTEPCTULMIA, YTO NPUBOOUT K
naccuHon peabcopobumm NaCl 1 CHUXEHWNIO ero KOHLEHTpaumm
B TOHKOW BOCXoasel BeTeu [8].

MEHTE Ha KpbICax MOKa3aHO, YTO MOCPEICTBOM MEIH-
KaMEHTO3HOT'O BO3/IEHCTBUS BOZMOKHO YCHIIEHHE JKC-
npeccud AQP2 B anuKanbHON I1a3MaTUYECKON MEM-
Opane coOuparenbHbIX TPYOOoK [13].

HH]] scnedcmeue mymayuu 6 mparncnopmépe mo-
yesunvr UT-A1, UT-A2.

MyTtauuu B TpaHcnoptépe MoueBuHBI-Al, A2 /
urea transporter-Al,A2 (UT-Al, UT-A2) npuso-
mat k HHJL y pmereit [9, 10, 11]. Myrtauuu reHoB
SLC14A1 u SLC14A2, xopupyromux MeMOpaHHbIE
[JIMKONPOTEHUHBI-TpaHcopTepbl  MoueBUHBl  UT-1
UT-2, noxanu3oBaHHBIX Ha XxpoMocoMe 18q 12.3, BbI-
siBIeHbI y Jrofeit [1, 11]. B skcnepumenTe Ha Kpbicax
MIOKa3aHO, YTO MOCPEJICTBOM BO3/ICHCTBHS BO3MOXKHA
aKTHBALUsl MyTHPOBaHHOTO TPAaHCIOPTEPAa MOUYEBH-
Hel UT-Al BHYTpEHHUX MEAY/UIPHBIX COOMpaTelib-
HBIX TpyOOK [14].

12

Knunuxa. Bpoxpennsit HHJ[ X-cuemnneHHbli
PELECCUBHBIN NPOSABISIETCA Y MJIAJEHLEB B HEOHA-
TaJIbHOM W TPYIHOM BO3pacTe. Y HOBOPOXIEHHBIX U
TPYIHBIX JIETEH OTMEUAIOT OECIIOKOWCTBO, MOBBIIIC-
HHE TEMIIEPATyphl TeJla, MPOXOASIINE MTOCIE MpuemMa
KuakocTH. Pa3BuTtHe 00€3BOXKHMBaHUS C BOJMOAC(U-
LUATHBIM THUIIOM, TUNEPHATPUEMHUEN, JIUXOPAIKON
BOo3HUKaeT y aerer ¢ HH/I npu orpanndyenuu B xuj-
KOCTH M OTCYTCTBHUU JieueHHus. J[eTu paHHEro u 1o-
LIKOJIBHOTO BO3pacTa U3-3a CUJIbHOM JKaXK]bl, BO3HU-
Karolen Py OTPaHUYEHUH BOJIbI, MOTYT IIUTh MOYY.

Benymmmu cumnromamu HH/L y nereit sBistroTcst:
MOJNUYpHUs, MOJHUIUINCHUS, TUIOCTEHYpHUs. JleTn BbI-
JEISIOT O0MbIIOo 00BbEM Pa3oBOM M CyTOYHOM THIIO-
OCMOTHUYECKOW, HU3KOM OTHOCUTEIBHON IJIOTHOCTHU
Mouu. KomndecTBo BhIMUBAEMOI U BBIICTSICMOM KU /T-
KOCTH B 3aBUCHMOCTH OT BO3pacTa JAETel JOCTUTaeT
3—18 nutpoB. HouHoe 1 AHEBHOE HEAEp:KaHUE MOYH,
3anop y aereit ¢ HH/I sBnsroTCSA 4acThiMU MpOsIBiIE-
HUsMU 3a0oseBanus. [loTooTACICHIE U CIIFOHOOT/IC-
nenue y nereid ¢ HHJI camxeno. [letu, ctpanaronue
HHJI, sMmonmoHansHO TaOUIbHBI, Pa3paKUTEIbHBI,
Y HUX OTMEYaIOTCSl CHU)KEHUE MMAMSTH, HEBHUMATEIb-
HOCTb, PAaCCEAHHOCTb, HEYTOMOHHOCTb WJIM 3aTop-
MOXEHHOCTb, aCTEHOHEBPOTUYECKUM CUHAPOM, 3a-
nepkka pusmueckoro pa3sutus. [locTossHHBIC jKax/1a
Y TIOJINY U ONPEAEIISIIOT NOBEAEHYECKUI CTEPEOTHIL
nereit ¢ BHH/I. V nereii foMHHHUpYET CTpEMIIEHHE K
YTOJICHUIO KaXJbl © MOYEUCITYCKAHUIO.

OTHOCHUTENbHAS TIOTHOCTh MOYHU HE MPEBBIIIACT
1000-1003, ocMONSIIBHOCTE MOYH CHIDKEHA: MEHEe
200 mocmons/kr H20 mo 50-100 mocmons/kr H20.
COOTHOIIEHHE OCMOJSUTBHOCTH MOYM U ILIA3MBI,
BBICOKHI KIUPEHC OCMOTHYECKHA CBOOOJHOW BOIIBI
B MOYE€ M CHWKEHHE KOHLICHTPALMOHHOTO MHJEKca
CBUJIETEJILCTBYIOT O BBIPA)KEHHBIX HAPYIIEHUSAX KOH-
LEHTPAIMOHHON M OCMOPETYIHPYIONIeH (YHKIUU
nouek y aereit ¢ BHHJI. OcMonsiibHOCT I1a3MbI
HOpMaJibHasA, NPU Jerujparaiuuy Iuia3Ma TMIepoc-
MossuibHa. Copepaxanue AJIlT B mmazMe HOpMaabHOE
WM HE3HAYMTEJIbHO MOBBILIEHHO. [ MiiepHaTpueMust
BBIpa)XCHA TP 3MK30/1aX 00€3BOXKHUBAHUS Y JIETEH ¢
BHH/I.

[Mokazarenu Na (135—145 MMOIB/IT U OCMOJISLITB-
HOCTB M1a3MbI (275-290 MocM/T) moaaep>KuBaeTcs B
HOpMaJIBHBIX Mpenenax xaxnaa — ABII — nmoueunoit
cuctemoii [5, 6, 12]. IIpu orcyrctBun ABII — noueu-
HOM cBsA3M y nauueHTtoB ¢ HHJ[ MexaHusm kaxabl
MPOJIOJDKAET COXPaHATh Na U OCMOJISAIBHOCTD I1JIa3-
MBI B HOPMaJIbHBIX MpeAenax, HO 32 CUET BBIPAXKEH-
HBIX NOJIMYpUU U monuaurcuu. IIpu orpannueHuun
naureHToB ¢ HHJI B *KuAakocTu pa3BUBAETCHA KIH-
HUKa BOAOAC(HUIIUTHOW ACTUAPATPIUMU C THUIICPHA-
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TpUEMHEN, TUIEPTEPMHUEN 1 THIIEPOCMOIISIIBHOCTBIO
mia3mel [6].

BbIpakeHHOCTh KJIMHUYECKUX TNPOSBICHUHM IIO-
auypun u noaupuncuu npu HHJ[ y nerel n nox-
POCTKOB 3aBMCHT OT BHMJa MyTauui (myrauus V,R
npu X-CUEIUIEHHOM pelieccuBHOM, MyTauus AQP2
IpyH  ayTOCOMHO-JJOMHHaHTHOM M  ayTOCOMHO-
peueccuBHoM, myTtauuu UT-1 u UT-2). Otmeueno
Tsokénoe tedenue HHJT y nun Myskckoro nosa mnpu
X-CIETJIEHHOM PELIECCUBHOM THIIE TpaHCIopTepa
MO4YEBHHHI [2, 6, 11, 12].

Ocnoocnenuamvu HH/] y neteli 1 moIpOCTKOB SIB-
JSIOTCS IWJIATAlMA YallledeK M JIOXaHOK, MOYeTOod-
HUKa, MOYEBOTO Iy3bIpsi: MEralucTHC, Merayperep,
rugporedpo3 6e3 NPU3HAKOB aHATOMHYECKOH 00-
CTPYKLHUHU BCJIEACTBUE BBIICIECHHS OONBIINX OO0BE-
MOB CyTOuHOH MouH (puc. 3) u GpopmMuUpoBaHUe Xpo-
HUYECKOH 00JIEe3HH MOYEK.

Juaeznocmuka. TlanyeHTsl ¢ nmoauypuel, Moau-
JUTICHEW JIOJDKHBI OBITh 00CIIeI0BaHbI HE(POIOTOM,
9HJO0KPUHOJIOIOM, KIMHUYECKUM T'€HETHKOM.

Juarnos HHJI 0CHOBBIBAETCSI HA TUIIUYHBIX KIIU-
HUYECKUX TMPOSIBICHUAX TOJUYPUH, TONUAMUIICHH,
TUIIOCTEHYPHH C MJlaJieHuYecKoro Bo3pacra. [loBsbiie-
nue Na masmel (Oosee 145 MMonb/iT), HU3Kask OTHO-
curenpHast mioTHocTh (1001-1003) u ocMONSUIBHOCTD
moun (Menee 200 mocmons/kr H,O) y neteii ¢ nomnuy-
pUel 1 NONUAUIICUEN SBIISIOTCS BAXKHBIMU KPUTEPHSI-
mu auarnoctuku HH/I. [Inst ycraHoBieHus: 1uarsosa
ClIelyeT OLIEHUBATh PE3yJbTaThl TeHEaIorn4eckoro
aHanmza, TudQepeHInaIbHbIX AMaTHOCTHYECKUX Te-
ctoB ¢ DDAVP (cunternueckum ananorom AJI) u
MOJIEKYJISIPHO-TEHETHYECKHUX HCCIIEI0OBAHUIA.

HuddepenumanbHO-THarHOCTUYECKUE TECTHI C
DDAVP-cunTetTnueckum ananorom AJIl" mpoBoasT-
cs i auddepeHIraIbHOro Auarno3a HedporeH-
HOTO HecaxapHOro nuabera U HEHpOrumopu3apHoOro
HecaxapHoro amabera, NCHXOTCHHOW MOJIMIUIICUU.
IIpu nposenenun tecta DDAVP-cunteTnuecknit
aHasior AJII" BBOAWTCS MaLMEHTY WHTpPaHa3ajibHO,
yepes3 poT, BHYTPUMBIIIEYHO UM BHYTPUBEHHO [2, 6,
11]. Y nereii no 1 roma cymecTByeT (U3MOIOTHYC-
CKO€ CHUIKEHHE YyBCTBUTEIBHOCTH V, PELIENITOPOB K
AJll, mo3TOMY HE PEKOMEH0BAaHO MPOBOIUTH TECT C
DDAVP.

Monexynapno-eenemuueckas OUAzHOCMUKA.
MornekynsapHO-TeHeTHYecKas JMarHoCcTUKa IoKa-
3bIBA€T MYTAllMM T'€Ha, KOAUpPYIoLero V2 penentop
npu X-cuerienHoM perieccusHoM HHJI B 90%. My-
tanuu resa AQP2 mpu ayTocoMHO-peniecCHBHOM U
aytocoMHo-nomuHantHom HH/I [2, 6, 11, 12].

Tepanus epooicoennoco HHJ] y odemeii. llenbto
neuenus HHJL y nereil siBisieTcss CHUKEHUE KOIUYE-

Puc. 4. BkckpeTtopHas (MHdY3noHHas) yporpadus y naumeHTta
14 net ¢ HHA: meraunctuc, meraypeTep, ruapoHedpos 6e3
NMPU3HaKOB aHATOMNYECKOV 0OCTPYKLMM (COOCTBEHHbIE AAHHbIE).

CTBa BBINIMBAEMOU U BBIIEIAEMON KUJIKOCTH, MPE-
yIpexkaeHne 00e3BOKMBAHUS W TUIICPHATPUEMUMN.
OrpannunBaths aetet ¢ HHJI B mpueme >KuIKoCTH
HEJb3s, He0OX0MUM CBOOOIHBIA JOCTYI K BoAc [2,
6, 11, 16-20]. Ilamenter ¢ BHH/I ny>xgatotcs B mo-
JKU3HEHHOM Teparuu.

B 1959 roay J. Cvawford, G. Kennedy noka3zanu,
YTO THUA3HIHBIC TUYPETHKU NAIOT MapOJOKCATHHBIN
3¢ (}eKT, CHWKAIT MOJIMYPHUIO, MOBBIIIAIT OCMO-
JISUTBHOCTh MOYM TNPU HEPPOreHHOM HEcaxapHOM
muadere [2]. Tepamus THA3UAHBIMHA IUYPETHKAMU,
napagoKCcalbHbId 3PPEKT KOTOPOH 3aKiItodyaeTcs B
YMEHBIIICHIH TOTPEOHOCTH B TIPHEME >KHIKOCTH U
YMEHBITIICHIH 00beMa BBIACISIEMOM MOYH, BOILIA B
CTaHJApT JeueHus aete u noapoctkoB ¢ BHH/I.

Tpanuuuonnas tepanuss BHH/[ y nereil npen-
yCMaTpHUBaeT Ha3HAYCHUEC THA3UIHBIX THYPETUKOB
(TumoTrasua) W30IMPOBAHHO WJIM B KOMOWHAIMH C
HECTECPOHMIHBIM TPOTHBOBOCIIATUTEIIHEHBIM TIpera-
paroM (MHAOMETAIIMHOM), WJIM B KOMOWHAIMH C Ka-
TuHcOeperaronuM JHYPETHKOM aMIIOpUIOM [2, 6,
7, 11, 16-20].

1) Hzonuposannas mepanus 2unomuasuoom y oe-
meti ¢ BHHJ].

Tepamust THTIOTHA3UAOM MIPOBOAUTCS B n03e 2—4
MI/KI/CYT €XEIHEBHO WM 4Yepe3 AcHb [2, 6, 18],

13
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00s13aTeNIbHO ¢ TperapaTtaMy Kallus JUis IpeaoTBpa-
LIeHHUs TUrnokajaueMud. Kak W3BeCTHO, THIIOTHA3H]T
(TMapoxyopTHa3u) — THA3HHBIA TUYPETUK aKTHUB-
HO CEKPETHPYETCsl B MPOCBET KaHAJbIEB KJIETKAMU
[IPOKCUMAJIBHBIX KaHAJIBIIEB, [TOCJIC YETO TOPMO3HT B
HUX aKTUBHYIO peaOCopOIMI0O MOHOB HATpPUs W Tac-
CUBHYIO peabcopOuuo xjopuaoB. [luypernyeckuit
a¢deKT HacTymaeT yepe3 2 yaca M MPONOJDKACTCS
12 4ac.

Crnenyer y4yuThIBaTh, YTO THIIOTHA3H]] TIOBBIIIACT
peabcopOIuIo KambIlysl U MarHusl B KaHAJIbLAX, 00y-
CJIaBIIUBACT Pa3BUTHE METAOOJIMYECKOTO alIKajao3a u
runokanuemuu. [losTomy B pouecce Tepanuu rumo-
traszugom nereil ¢ BHH/I cienyer npoBoauTh MOHU-
TOP CyTOYHOMW KaJBIUYPUH, YPOBHS KaJIbIHS U KaJIUs
B ceIBopoTKe kpoBu, KOC.

2) Kombunuposannas mepanus 2unomuasuoom u
unoomemayurom y oemeti ¢ BHHJJ.

B coorBeTcTBUM C peXMMaMu Tepanvy Ha3Ha4a-
FOT TUTIOTHA3UJI B 7103€ 1—2 MI/KI/CyT U MHIOMETAlUH
B no3e 0,75-1,5 mMr/kr/cyT wiu runotuasua 2 mr/kr/
CYT Y WHAOMETAlUH 1,5 MI/KI/CyT WU THIIOTHA3H]T
2 MI/KT ¥ MHJOMETAIMH 2 MI/KT 00s3aTeIbHO C Ipe-
rnaparaMu Kajiusi JUIsl MPEOTBPAIECHUS] TUIIOKAJHE-
muH [2, 6, 11, 16-18].

Kak wu3BecTHO, HHJIOMETAIlMH — HECTEPOMIHBIN
[IPOTUBOBOCHAIIUTEIBHBIA TIpernapar, MPOU3BOIHBIN
WHJIOTYKCYCHOM KHUCJIOTBI, yrHEeTaeT CHHTE3 Ipo-
CTarIaHJMHOB W3 apaxXUJOHOBOW KHUCJIOTHI ITyTEM
MHTUOMpOBaHMs (PepMeHTa MHKIOOKcUreHasbl. [lpu
npuéMe per 0S MaKCUMaJlbHasi KOHIICHTPAIUS B I1j1a3-
Me JOCTUTaeTcsi yepes 2 yaca, MeTaboau3upyercs B
neueHH, 60% BBIBOIUTCSI C MOUYOH, NIEPUOJ MOIYBbI-
Benenus 4,5 yaca. Mexanusm quypetndeckoro sddex-
Ta UHJIOMETAlMHA OOBSICHSICTCS TEM, YTO UHTHOUTOP
cunare3a PGE2 MOXeT cTUMYIMpOBaTh CHHTE3 IUKIIH-
4eckoro ageHo3uH MoHodocdara (AMD), noBbimas
Ba30MPECCUH-CTUMYIIUPOBAHHYI0 PeabCOpOIMIO BOMIBI
B coOuparesbHbIX TpyOKax, 100 MOXET yCHUJIMBAThH
peadcopOimio NaCl B TOJICTOM BOCXOAAIIEM KOJICHE
newu ['eHie B MO3roBOM BEILIECTBE MOYKH.

3) Kombunuposanuas mepanus cUunomuazuoom u
amunopuoom y oemeti ¢ BHHJ/].

ITanmentam ¢ BHHJ/I nHa3HawatroT runoruasun
3 mr/kr/cyt u amunopug 0,3 Mr/kr/cyT (BHayase aMu-
nopup, 4epe3 2—3 yaca rumpoxioptuazun) [2, 11,
18-21].

Kak mokazanu pesynabraThl HCCleqoBaHUs (-
¢dextuBHOCTH Tepanuu N. Knoers, L.A.H. Monnens
(1992), V. Kilchlechner (1999) [18, 19] u coocTBeH-
HBIX JaHHBIX [20, 21], Tepanus TMIIOTHA3UIOM U aMU-
JIOPUJIOM JaeT TMOJOXKHUTEIbHBIA 3(PPEKT CHUKEHUS
MIOJIMYPUH U TIOTUIUTICUU. AMUIOPH] — KaJdui cOe-
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perarolmil IMypeTuK, AEHCTBYIOLIUNA Ha AUCTallb-
HYI0 4acTh IMOYEYHBIX KaHAJbIIEB, MOBBIIIAET 3KC-
KpELHIO ¢ MOYOM HaTpHs U XJIOpa, yMEHbILIAET HOHOB
kanust. [Tpu HH/I kxoMOuHupoBaHHAs Tepanus THII0-
THA3UIOM U aMWJIOPHIOM BOCCTAHABIMBAeT OanaHC
KaJis U IpeloTBpallaeT runokanuemMuto. [lannenTst
IIPU 3TOM PEXHUME TepalK HE HYKIAIOTCS B Ha3HA-
YEeHHU!U IPEenapaToB Kajusl.

[Tpu obe3BoxkuBanuu y nereii ¢ BHH/I nmokazana
opaJibHas ¥ HH(Y3UOHHAs Tepanus BHYTPUBEHHO 5%
pactBop mioko3sl U 0,9% Qusnonornueckuii pac-
TBOp 3:1, y Aeteit 1o 6 mecsues 4:1 [21].

Hosasa cmpamezus mepanuu HHJ[ y Oemeii u
83POCIbIX NAYUEHIMOB.

Hosgeilmne uccnenoBaHusi B SKCHEPUMEHTE Ha
KpbICax MOKa3aid, YTO MET(GOPMUH MOBBIIIAET MPO-
HUI[AEMOCTh OCMOTHUYECKHI BOJIBI 32 CUET yBeJInYe-
Hus HakoruieHus AQP2 B anmukanbHO# 1uia3maruye-
CKOM MeMOpaHe, HO YBEJIMYMBACT MPOHHULAEMOCTD
MoueBuHBl TyTeMm aktuBauuun UT-Al B memOpane
[14]. 1.D. Klein et al. (2016) npuuuiu kK BEIBOAY, YTO
aktuBauusi AMPK ¢ momoipio MeTopMuHa aKTUBU-
pyeT MHOTHE U3 MEXaHN3MOB, TIOCPEICTBOM KOTOPBIX
MOBBIIIACTCS CHOCOOHOCTh Ba30INpecCHHa KOHIIEH-
TPUPOBaTh MOYy. DT JAHHBIE MO3BOJWIN aBTOpaM
MPEATIONOXKUTh, YTO MET(HOPMUH MOXKET OBbITH HOBBIM
MeronoM JiedueHust BpoxxaeHHoro HHJI Bciencteue
myTtauuii V2 penentopa [13].

J.H. Li et al. (2009) cooOmmnu 0 CEeICKTHBHOM
aronucre EP4 penentopa PGE2 B axcniepuMenTe kak
HOBOH MOJIEIM Tepanuu X-CLENJIEHHOIO PEeLecCHB-
noro HHJI [22]. D. Bockenhauer, D. Bichet (2015)
CUMTAIOT, YTO JAHHbIE O HE3aBUCHUMOM aKTHBALUU
aronucramu EP2 u EP4 peuentopos PGE2 nossima-
€T UHTPUTYIOLYI0 BO3MO)KHOCTh HOBOTO TEPaIeBTH-
YECKOI'0o IMyTH JUIsl MAlMEHTOB ¢ X-CLEIIEHHBIM pe-
ueccusHbiM HHJI. Kak cunTarot aBTopbl, Ha TaHHBII
MOMEHT OCTaeTCsl HESICHBIM, KaK pa3pelluTh MpOTH-
BOpEUYME MEXKAy HOBBIMH JAaHHBIMH, KOrjga OJokaaa
CHHTE3a MPOCTANIaHANHOB C TIOMOIIBIO TEPATUH HH-
JOMETAaMHOM (aKTUYEeCKH Jl0Ka3aja KIMHUYECKYIO
a¢dexTuBHOCTS [15].

OKcIlepUMEHTaIbHbIE  HMCCIEOBaHUA  I0Ka3a-
JIYM, 4YTO CEJICKTUBHBIM WHruOouTop Qocdoamdcre-
pasbl MOXET OBITh MCIIONB30BaH B TEpallul AETeH
¢ X-cuemnennbiM peueccuBHbiM HHJI. F. Assadi,
F.G. Sharbaf (2015) coobutunu, 4To Je4eHue ¢ Io-
Mmouipto cunaeHadpuna (sildenafil), cemextuBHOTO
uHrnouTOpa (hochomuircrepasbl, MOKET YCHIUBATH
mUKInYeckuid  ryanozuaMonogocdar  (ul MD)-
onocpenoBanHblii Tpancropr AQP2 u pate 3-
ekt yBenmueHUs peadcopOIUKu BOJIbI Y OOJNBHBIX
¢ BpoxaenueiM HHJI. V 4-netHero manbumka c
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Puc. 5. TepanesTuyeckme noaxoapl npu HedporeHHoM HecaxapHom anabete. Mo D. Wesche, P. Deen, N. Knoers (2012) [6].

X-cuerieHHbIM peueccuBHbiM HHJI, ycToiuuBBIM
K TPaAWLUOHHON Tepanuu, MOJIYyYMBLIEIO JICUEHHUE
cwineHaduioM B TedeHune 10 mHeH, oTMedeHa moJo-
KUTeNbHas TuHaMuKa. [lo cpaBHEHHUIO ¢ TpaAULIMOH-
HOW Tepamueil, JedeHne ¢ MOMOIIBI0 ChiieHaduIa
MPUBEJIO K CYIIECTBEHHOMY CHH)KEHUIO 24-4acOBOI0
oobpema moun (1764 / 950 mir) m HaTpus B CHIBOPOT-
ke kpoBu (148 / 139 mMmon/m), TOBBIIEHHOW OCMO-
nspaoctd Moun (104 mporus 215 MOcwm/m), u AQP2
akckpermn (5 mpotuB 26 fmol/mg cr). Tepamms ce-
JIEKTUBHBIM HHTHOUTOpOM (poconndcTepassl cuiize-
HaHUIOM paccMaTpUBaeTCs AJbTEPHATUBHBIM Bapu-
aHTOM JIPYT'IM METOZaM INpH X-CLEIJICHHOM peLec-
cusHoM HH/I y neteii [24].

P.W. Cheung et al. (2016) B skcniepuMeHTaITEHOM
HCCIIEIOBAHUM IOKA3AJIM, YTO 3PIOTUHHO, CEJIEKTHB-
veiii uarnouTop EGFR, ycunmuBaer AQP2 skcmpec-
CHIO Ha alMKaJbHOW MeMOpaHe INIaBHBIX KJIETOK CO-
OuparensHBIX TPYyOOK. B skcriepuMeHTe y MbImei ¢
HH/I, uH1yuMpoBaHHBIM JIMTHEM, B pE3yJbTaTe Jieue-

HUS OPIIOTUHHOOM B TeUeHHE 5 JTHEH 0TMEYEHO YMEHb-
nieHne oobema Moun Ha 45%. Pesynbrarel sxcniepu-
MEHTAJIbHBIX UCCIENOBAHUI yKa3aJld HOBBIU IyTh pe-
rymsin AQP2-omocpenoBaHHO# peadcopOru BOIbI
U TepaneBTuiecKyro crpareruro mpu HH/L [25].

Onrumusanms teparn BHH/L y meteii u B3pocibix
MAIIMEHTOB HA COBPEMEHHOM JTalle cTaia BO3SMOKHON
Oyaromapsi TOHUMAHHIO CIIOKHBIX (PH3HOIOTHUYECKUX
MeMOpaHHBIX W BHYTPUKJIETOUHBIX ITPOIECCOB TPaHC-
MopTa BOABI B COOMpaTeNbHBIX TpyOkax Hedpona. D.
Weche, P. Deen, N. Knoers (2012) o603Haunmm BO3-
MOXXHBIE TepareBTUYEeCKHEe MOAXONbl BO3ICHCTBHEM
Ha 1-4 dokyc npu X-cuerurenrHom HHJI, Ha 5-6 ¢o-
Kyc Tipu ayrocomHo-perieccuBHoM HH/, Ha doxyc 7
npu ayrocoMHo-gomuHaHTHOM HH/T [7].

ABTOpaMH Hay4HO OOOCHOBaHO TepareBTHYe-
CKOe KIJIeTOuHOe BozzercTBue Ha 1-4 Qokychl mpu
X-cueruterHom HH/I, Ha 5—6 ¢oxycsl ipu ayToCOMHO-
peueccuBHoM HHJI, ma 7 ¢okyc mpu ayTocomMHO-
nomuHanTHOM HH/I y neteil v B3pocCibIX NallMeHTOB.

15
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Ipoero3 u ucxoo. BHH/I — HacnencrBenHas TyOy-
JIOTIATHS C CEPhE3HBIM MMPOTHO30M. J{eTH U MOIPOCTKU
MOKU3HEHHO HY)KJIAIOTCSI B aICKBaTHOU Tepamuu. Y
JIeTEH paHHEro BO3pacTa Mpy OrPAHUYCHUU B IPUEME
JKUJIKOCTH Pa3BHBAETCS BOMOASHUIIUTHBIN THI 00e-
3BOKHUBAHUS C THUIEPHATPUEMHUUECKON JTHUXOPATKOM.
[Ipu oTCcyTCTBUU aEKBATHOTO JICUCHHUSI Y MALIUEHTOB
¢ HHJI BciencTBue BbIAEICHUS OONBIIMX 0OBEMOB
MOYHU BO3HUKAIOT THAPOHE(PPO3, Merayperep, Mera-
IUCTHC 0€3 MPU3HAKOB aHATOMUYECKOH 00CTPYyKIIUU
C MPOrPECCUPOBAHUEM B XPOHUYECKYIO OOJIC3HB TI0-
YeK YK€ B MOJPOCTKOBOM BoO3pacTe. BeposTHOCTH
BbDKMBaHuA 25 nanuentoB ¢ BHH/I, paccunrannas
Hamu o mertony E. Kaplan — P. Meier (1958), co-
craBuwia: S-netHsas — 96%, 10-netuss — 96%, 15-ner-
o9 — 96%, 20-metHsas — 96%, 25-netusaa — 85%,
30-netHsst — 85%, 35-netHsst — 73% [26].

SAKJTIOMEHUE

C MoMeHTa MepBOro ONHCaHUSA K HacTosle-
My BpPEMEHHM HU3BECTHBI 4 HacJeICTBEHHBIC (OPMBI
BPOXKJEHHOTO HE(POreHHOro HecaxapHoro auade-
Ta y JETEN M B3POCIHbIX NALUEHTOB: X-CUEMJIEHHBIN
peleccuBHBIN, OOYCIOBICHHBIH MyTalHMsIMH TeHa
AVPR2, ayTOCOMHO-TOMHUHAHTHBII M ayTOCOMHO-
peleccuBHBIN, OOYCIOBICHHBIE MYyTalUsSMH TeHa
AQP2, HH/I BcnenctBue mytanumii renos SLC14A1
n SLC14A2, xoqupyromux TpaHCIOPTEPbl MOYEBH-
uel UT-1 u UT 2.

Cy1iecTByIoNe MeTO/bl JICUEHUs] MAIlMEHTOB C
BHH/I TmasuaHpiMU [HYypETUKAMH, NAIOUIMMHU Ta-
panokcanbHbIi 3)(EKT CHIKECHUS MOJIMYPUH U TIO-
JTUAUICUM, TPU WU30JIHUPOBAHHOM MPUMEHEHUU WU
KOMOMHUPOBAaHHOM C MHIHOMTOpaMH CHHTE3a IpO-
CTaraHJMHOB (MHIOMETAMHOM) M Kanui cOepe-
TaroIIMMU JIUYPETHKAMH (aMHJIOPUIOM), HE MOTYT
NPEAOTBPATUTh HapacTaHWE MOJIUYPUU U Pa3BUTHUS
rugpoHedpoTrueckoil Tpanchopmannu (pu oTCyT-
CTBHH aHaTOMHUYECKOH 0OCTPYKLUH) ¥ IPOTPECCUpPO-
BaHMsI B XPOHUUYECKYIO OOJNE3HB TIOYEK.

Hayuno o0ocHoBaHHast HOBast CTpaTerus Tepanuu
MOJKET MPETOTBPATUTh HapacTaHUE TIONIUYPUHU U pa3-
BUTHSI OCJIOKHEHHUH, HO HEOOXOAMMBI KOHTPOJIHUpYe-
MbI€ paHIOMHU3UPOBAHHBIE UCCIIENOBaHUS dPPEKTHB-
HOCTH 1 0€30TMaCHOCTH MpeJJlaraeMbIX IpenaparoB y
Jerer u B3pociblx nauueHtos ¢ BHH/I.
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