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PEMNCCNA HEOPOTEHHOIO HECAXAPHOIO ANABETA
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(PESUCTEHTHOCTb K AHTUANYPETUYECKOMY FOPMOHY):
OMMUCAHUE PEAKOIO KJIMHUYECKOIO CJTYYAA
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HaunoHanbHbIN MeANLMHCKUI NCCIe[oBaTeNIbCKMIA LeHTP SHAOKPUHoNorum, Mocksa, Poccua

HedporeHHbIli HecaxapHblii AnabeT — reTeporeHHoe 3a6osieBaHMe, B 3TUOMATOreHese KOTOPOro yYacTBYIOT Kak Npuobpe-
TeHHble, TaK U BPOXKAEHHbIE GakTopbl. [Py 3TOM MOYKM He pearnpyioT Ha Ba3onpecCuH 1 NPOAOIXKAKOT BbIBOAUTb 6osbluoe
KOMIMYECTBO HEKOHLEHTPUPOBAHHON MoUU. OTANUUTENBHBIMA OCOBEHHOCTAMU BOAHO-3MEKTPONUTHBIX HAPYLIEHWA LieH-
TPanbHOro reHesa ABAATCA: GpaKT TPaBMbl, ONYX0Jib FOIOBHOIO MO3ra C BOBJIeUeHMEeM rMnodri3a, OTBET Ha MHTPAHa3aslbHblii
Ba30MNPECCHH B BUAE YMeHbLIEHUA fuype3a.

[N NOCTaHOBKM AMarHo3a BaXkHO NpoBefeHne NocsieaoBaTesbHbIX AnddepeHLmanbHO-ANarHoCTMYECKKX TECTOB.

B gaHHOM Ny6nvKauuy NpeacTaBneHo yHUKanbHoe KvHuyeckoe HabnogeHvie NaumeHTKy ¢ ANUTeNbHbIM TeYeHem Heca-
XapHOro AnabeTa ¢ pa3BMTUEM CMEKTPa KOMOPOMAHbBIX COCTOAHMIM, 0BMEHHbIX HapyLleHWi, NoTpe6boBaBLLIee TpaHCNIaHTa-
LMK NOYKMN.

KJTKOYEBDIE CJIOBA: HeghpozeHHbil HecaxapHubili duabem; decMonpeccuH; Ouypes; NOYKd.

REMISSION OF NEPHROGENIC DIABETES INSIPIDUS (ARGININE VASOPRESSIN RESISTANCE):
DESCRIPTION OF A RARE CLINICAL CASE

© Raisat M. Guseinova*, Ekaterina A. Pigarova, Larisa K. Dzeranova

Endocrinology Research Centre, Moscow, Russia

Nephrogenic diabetes insipidus is a heterogeneous disease in the etiopathogenesis of which are involved acquired and
congenital factors. In this case, the kidneys do not respond to vasopressin and continue to produce large concentrated
volumes of urine. Distinctive features in the pathology of central genesis are the fact of trauma, brain tumor with involvement

of pituitary gland, response to intranasal vasopressin in the form of decreased diuresis.

For diagnosis it is important to perform a series of differential diagnostic tests.

In this article we present a unique clinical case of a patient with along-term course of diabetes insipidus with the development
a spectrum of comorbid conditions, metabolic disorders, required kidney transplantation.

KEYWORDS: nephrogenic diabetes insipidus; desmopressin; diuresis; kidney.

AKTYAJIbHOCTb

HecaxapHbii gnabetr (H) — peakoe nonmstuonoru-
yeckoe 3aboneBaHMe C pPacnpocTpaHeHHoCTbo ~ 1:25000
HaceneHus, KOTOpoe MpUBOAUT K HapyLIEHWIO CUHTE3a,
HaKoOM/eHUs,, BbICBOOOXAEHUSA WNU [OEACTBUSA aHTMAWNY-
peTuyeckoro ropmoHa (Al, Takxe M3BECTHOrO Kak apru-
HWH-Ba30MPECCMH UM Ba3OMNPeCCHH), YTO BieYeT 3a cobon
NoTepio XUAKOCTV C MOYOW U 06e3BOXIMBaHNE OpraHU3mMa.
CywecTByeT ABa Tvna HJ] — LeHTpanbHbIf 1 HepPOreHHbIN,
N KaXkObl U3 HUX UMEET BPOXAEHHbIe U NProbpeTeHHbIe
dopmbl. BpoxxkaeHHas dopma HJ] cBA3aHa ¢ MyTaumamu B re-
Hax nm6o B AVPR2, nn6o B AQP2. [ledekTbl peuentopa AVPR2
ABNATCA NpuunHon 90% BpoxkaeHHoro HA [1, 2]. MNpurob-
peTeHHble GpOpMbl MOTYT ObITb CNEACTBMEM NIEYEHUs Npe-
napatamu, 6nokupyowmmn genctene AJl, BKnoYas nutnii,
HeKoTopble aHTUOVOTHKYK, NPOTUBOrPMOKOBbLIE U MPOTHBO-
onyxonesble cpefcTBa. K gpyrum pakTopam oTHocATCA 3a-
6oneBaHNA MOYEK, TaKMe KaK XPOHUYECKNI nuenoHedpurT,
WHTEPCTULMANbHBIAN HepPUT, MONNKNCTO3, OO6CTPYKTMBHAA
yponatusa, MOYeyHbli aMWIOMA03, CapKouAo3, CUHAPOM

BapTTepa 1 MmeTabonunyeckume HapyLeHA — FrNoKannemms
1 runepkanbymemunsa [3-5].

Bo Bcex cnyuasnx Habnogaetcs BbigeneHne 60nbLIOro
KonnyecTBa pa3baBneHHON MOUYM MIOTHOCTbIO MeHee 1005
r/n n ocMonAnbHOCTbIO MeHee 300 MOCM/Kr. KnuHnyeckune
nposBneHnsi 3aboneBaHNA 3aBUCAT OT CTeneHn 06e3BOXK-
BaHMA/TMNEPOCMONANIbHOCTU 1 YCYrybnsaioTcsa, Korga no-
YyeyHble NMOTEPU BOLbl HE KOMMEHCUPYIOTCA AOCTAaTOYHbIM
notpebneHnem xngkoctu [6, 71.

OnodepeHumanbHas guarHoctuka mexagy tunamm HJ
M nofbop neyeHns HepeaKo MPeACTaBnAlT CJIOXKHYIO 3a-
Jayy B MeAMUVHCKOWN npakTuke. Kak npaBuio, nauueHTbl
C ueHTpanbHbiM H] nmonyyaloT KOHCepBaTUBHYIO Tepanuio
[EeCMOMPECCUHOM — CUHTETUYECKUM aHaioroM npupog-
HOFO aprvHUH-BA30MPECCrHa, JINLWEHHOTO COCYAOCYXMBa-
Iowen akTMBHOCTM U obnafjatowero 6osiee BblPaKeHHbIM
U  NPOJOJIKUTENIbHbIM  aHTUANYPETUYECKUM dddeKToMm.
MauueHTbl ¢ HedporeHHbIM HIL — npenapaTbl TMA3VAHbIX
OVNYPETUKOB WM HECTEPOUAHbIX MPOTMBOBOCMANTENIbHBIX
CpencTs B MOHOTEpAnuu Uiv B KOMOUHaLMK. B To e Bpems
[ANs noaaepaHusl BOAHO-3/TEKTPONIMTHOrO 6anaHca BaXkHO
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cobniogeHne afeKBaTHOIO MUTLEBOTO PEXMMA, COOTBET-
CTBYIOLLEro noTepaM XXMAKOCTW. be3 Hagnexallero neyeHus
y MauVeHTOB MOTyT pPa3BUTbCA OC/IOKHEHUA, NpUBOAALLMEe
K TAXKenoun gerngpatauum n runepHaTpneMmm.

MporHo3 HJ] cywecTBeHHO 3aBUCUT OT ero 3TUOJO-
MU — OT MOJSIHOWM HEBO3MOXHOCTY PEMUCCMM 3a60NeBaHNA
10 BeposaTHOCTM B 75% ero obpatmmocTtu. Mpu 3TOoM npwm
ueHTpanbHom HJl, BO3HUKILEM He B nocneonepayuoHHOM/
NOCTTPaBMaTUYECKOM Neproge, PeMNCCUA ManoBepoAaTHaA.

OnurcaHHbIN HAMW KITMHUYECKWI CITyYaln AEMOHCTpUpyeT
TPYAHOCTU, C KOTOPbIMU NPULLAOCH CTONKHYTbCA NpU Neye-
HUM naumeHTKkn ¢ HA. YunTbiBaa manyto oCBeLeHHOCTb AaH-
HOW NPO6eMbI, CNOXHOCTY B [UArHOCTUKE 1 PeAKYI0 BCTpe-
YaeMoCTb B MPAKTNYECKOW AEATENIbHOCTY Kak HedPOIIOros,
Tak M dHOOKPUHOJIOrOB, Mbl COUNIM UHTEPECHbIM npefcTa-
BWTb Halle KINMHUYeCKoe HabnogeHue.

OMUCAHUE CNYYAA

Mopa Hawuvm HabnoJeHrem Haxoaunacb nauueHTka W.,
cTpapatowas HJ B TeueHne 48 net.

/3 aHamMHe3a U3BeCTHO, YTO BMEepPBbIE€ NOMAMMCKA U NO-
nnypuAa NOABUANCH B BO3pacTe 2 mecAueB. Ha ocHoBaHUKM
rMNOU30CTEHYPUN B aHaNn3e MoUn No 3UMHULKOMY (yaenb-
Hbin Bec 1000-1003), nonnypuu (4 n B CYyTKM) N OTCYTCTBMA
HapyLleHU yrneBogHOro obMeHa B CTalUrOHape no MecTy
XutenbcTtBa B 6 net gnarHoctuposaH H. B cBA3n ¢ oTcyT-
CTBMEM OOBEMHbIX 06Pa30BaHWIA LieHTPasibHOW HEpPBHOM
CUCTeMbl, 3aboneBaHNe TPAKTOBANOCh KAk LIEHTPasIbHbIN
HA. MHnunnposaHa Tepanua aguypetnHom B gose 0,05 mr
(1 kannA) 3 pasa B CyTKW, Janee — no 2-4 Kannu B CyTKN
B 06€e NoNoBMHbI HOCA.

Mpy AUHaMMYECKOM HabMIOAEHMM OTMEYanocb CoxXpa-
HeHMe »anob Ha »axfy, CyXoCTb BO PTY, CYTOUHbIV Auype3
cocTtaBnsan 6onee 10 n1, 6ecnokonna HUKTYpuA Ao 3-4 pas
B CYTKW, Hefilep>KaHre MOYN.

B 2009 r. (B Bo3pacTe 35 neT) naumeHTKa rocnnTanm3un-
pOoBaHa B YPONOrMYecKUn CTauoHap C Xanobamu Ha 6onu
B MOSICHNYHOW 0611acTn, 06USIbHOE MOYENCNyCKaHUe, rofioB-
Hble 6011 1 NOBbILWEHHYIO yToMseMocTb. [pu obcnegosa-
HUM B OOLLEM aHanNM3e MOUU BbIIBIIEHbI SPUTPOLUTYPUA
no 8-10 B n/3p (0,0-1,0), nerikountypua go 10-15 B n/3p
(0,0-5,0), okcanatbl ++ u runocteHypuda 1003 r/n; B aHanu-
3e Mouu no HeunnopeHko: nenkountypua go 12 500 8 1 mn
(0,0-2000), spuTtpouunTypus go 7400 B 1 mn (0,0-1000); 06-
Wwmn gnypes coctasmn 3,8 n, HouHon — 2,1 n, B aHanmn3e moun
no 3MMHUUKOMY Ha ¢OHe MOCTOAHHOro Mprema Aecmo-
npeccrHa coxpaHanacb runonsocteHypusa (1000-1003 r/n).
B 6roxummyeckom aHanv3se KpoBu oOOpallano BHUMaHKE
NoBbILLIEHNE YPOBHA KpeaTuHMHa fo 181 mkmonb/n (44-80),
MOY€eBUHBI 0 12 mmonb/n (2,5-6,5). Mo pe3ynbratam Npobsl
Pebepra, CKO — 32 mn/muH (58-110). Mpwu bakTepuonornye-
CKOM roceBe Mouu BbisBneHa Escherichia coli — 10°KO3/mn
(mo 10%). Mo paHHbIM Y3 nouek: neBas — pasmepom 84x46
MM, npaBaa — 84x45 MM, KOHTYpbl POBHble, NapeHXnma
HeogHopofAHaAa. Ha OCHOBaHMN KAVHNYECKON KapTUHbI
1 nabopaToOpPHO-MHCTPYMEHTANIbHON AMArHOCTUKMA MNauu-
€HTKe YCTaHOBMIeH KNHUYECKUA ANArHO3: «XPOHUYECKNN
nuenoHedpuT C TYOYNOUHTEPCTULMASIBHBIM KOMMIOHEHTOM
B CTaguW aKTMBHOro BocnaneHus. HedporeHHasa runep-
TOHMA. HedpporeHHbli HecaxapHblli Anabet. XpoHuyeckas
noyeyHaa HepgoctatoyHoctb (XMH) 1-2 cTt». HasHauveHa

aHTnbaKTepuanbHas Tepanusa C NpMMeHeHneM Ledanocno-
PWUHOB, TMMOTEH3VBHAA Tepanus 1 npenapaTbl HA OCHOBE
PaCTUTENbHbIX CPEACTB C NMOJIOKUTENBHON ANHAMUKON (Mpun
BbIMVCKE B OOLIEM aHann3e Moun nenkouutol 1-2 B n/3p,
yaenbHbin Bec — 1010, sputpouutbl — 0).

Mpw rocnutanusauun B mae 2010 r. no pe3ynbratam nNpo-
BeLEeHHOro obcnefoBaHyA (Tabs. 1) y nauueHTKM NoATBEPX-
OEH XPOHMYEeCKUn TybynouHTepcTMUManbHbii Hebput
Ha ¢oHe HedporeHHoro HA. MonyyeHbl faHHble 33 Hanuure
CYOKNMHMYECKOTrO MMMNOTPeo3a 1 BTOPUYHOIO runepnapa-
Tnpeosa (TTI — 8,0 MkME/n (0,3-4,0), cB.T4 — 12,9 nmonb/n
(10-25), napatropmoH — 61,5 nmonb/n (1,2-7,5), anb-
OYMVH-CKOPPEKTMPOBAHHBIN  KanbuniAi — 2,1 Mmonb/n
(2,0-2,6). NMpwn gononHuTenbHOM 06CIeOBaHNM ANArHOCTM-
pOBaHbl FMMNEeProMOLUCTEMHEMUA U MyNbTUreHHasa ¢dopma
Tpombodpunuu. OcnoxHeHus: XIMH, KoHcepBaTUBHO-Kypa-
6enbHana ctagusa; XbIM 4 ctagun no K/DOAQI.

AKLEHT B JIeUeHUM cenaH Ha HedpPOoNpPOTEKTUBHbIE Me-
TOAbl TOPMOXKeHNA nporpeccnposaHua XIMNH n Koppekumo
bocdhopHO-KanbLMEBOro U NyprHOBOro 06MeHOB. BbisiBneH-
Has MynbTureHHas ¢dopma TpombodUNIMM 1 NpU3HaKKM Bbl-
pa)KeHHOW BHYTPUCOCYAMCTONW runepkoarynauuu (tabn. 2)
060CHOBbIBaNIM Ha3HauYeHWe aHTUTPOMOOTMYECKNX Mpena-
paToB, OAHAKO B CBA3M C Pa3BMTMEM AUCHYHKLNOHANBHOIO
MaTOYHOTro KpOBOTeUeHUsi Ha GOHe SKCTpareHnTasbHON na-
TosIorK Tepanus Obina NpeKpalleHa.

Mpu AnvHaMMyeckoM HabnwgeHUM B TeuyeHuWe ropa
Ha ¢poHe nonyyaemor Tepanuu y nauneHTKm nabopaTopHbie
MoKa3saTesiv HAXOA4UNCh B ClieAyioLLeM Anana3oHe: MoYeBas
Kncnota— ot467 go 712 mkmonb/n, CO3 —ot1 17 o 45 mm/y,
CKO —oT115 1o 21 mn/mMuH, moueBrHa — oT 9 o 20 mmonb/n,
3NeKTPONUTbl — B HopMe (HaTpum — 141-142 mMaKB/n, Ka-
nun — 4,0-5,1 M3KB/N); COXPaHANCA NOBbILEHHbIN YPOBEHb
napatropmoHa (ot 52 go 61 nmonb/n), oTMeYEHa HopManu-
3auus dyHKUUM wutoBugHoM xenesol (TTF — 3,8 MkKME/n).

B 2011 r. nauyneHTKa Haxogunacb Ha CTaLVMOHAPHOM Jie-
YeHUN 1 06CNeOBaHMNM C Xanobamy Ha Xaxgy [0 5-6 n
B CyTKW, CnabocTb, AUCKOMPOPT B MOACHWYHOW 0b6nacTu,
HecTabunbHOCTb UUdp apTepranbHoro aasneHua (AL) —
oT 130/90 po 150/100 MM pT.CT, OTCYTCTBME anmneTuTa,
MIOXOM COH, TPEBOTY U CHUKEHHbIN GOH HacTpoeHus. MNpu
XONTEPOBCKOM MoHuTOpUpoBaHun Kl BbiiBNEeHa vacTas
XKenygoukoBas dKCTpacmcTonus. PeKomMeHOBaHHYO aHTU-
APUTMMYECKYI0 Tepanuio MauveHTKa He nonyyvana. o pe-
3ynbTaTam NpoBefeHHOro 06cnefoBaHms (Tabn. 3), IpUHATO
peLleHne 0 HeHa3HavYeHNN NPenapaToB Ba3onpeccuHa. Yum-
TbiBas Ha/MuMe BTOPUYHOIO rMneprnapaTmpeosa, PEKOMeH-
[lOBaH npuem Konekanbundepona. Mpn npoBegeHNN mar-
HUTHO-pPe30HaHCHoM ToMmorpadpun (MPT) ronoBHOro mMosra,
JaHHbIX 32 06beMHO€e 06pa30oBaHMEe 11 OUYaroBble 3MEHEHNS
He nonyyeHo. [Mnodu3 He yBeNMYeH, PacnosioXKeH B NPOeK-
UMM HepaclMpPEeHHOro TypeLKoro cegna. XnasmasbHo-cen-
nApHaa obnactb 6e3 npu3HakoB Aedopmaumun. BopoHka
runodursa pacnonokeHa no cpefiHen IMHUK, OObIYHON ANn-
Hbl. [laHHbIX 33 HaNMuMe/OTCYTCTBME XapaKTepPHOro CUrHasna
OT Helpornnodnsa He NpeacTaB/ieHo.

B 2012 r. B cBA3M ¢ nporpeccnpoBaHmem XINH nauneHTKa
rocnUTann3vpoBaHa B CTaUMOHAP ANs PeLeHus BOMpoca
06 MHULMAUMKN 3aMeCTUTENbHON novyeyHon Tepanun (3MT)
nporpaMMHbIM remogunanunsom. Npu obcnegoBaHUK BbiAB-
neHa HedporeHHasa aHemus (remornobuH — 96 r/n), ypo-
BEHb NapaTropmoHa coctaBun 650 nr/mn, CKO —16 mn/muH,
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KNUHUYECKIMI CNYYAW

Ta6nuua 1. JaHHble NabopaTOPHbIX Y MHCTPYMEHTaNbHbIX METOA0B UCCNeA0BaHMsA

Table 1. Results of laboratory and instrumental research

Y oo6wwin
O6wuin aHanus AHanus moun AHanus moun .
Mpo6a Pe6bepra wm6Guoxummnuecknin Y3U nouek
moumn no HeunnopeHko no 3umMHULKOMY
aHanusbl KPOBU
PH—6,5 JlenkounTtbl — [HeBHON KpeaTnHuH CO3 — 23 Mm/y KoHTypbI
YenbHbIli Bec — 250 B n/3p anypes —0,9n KpoBu — 3,2 mr/an NleiKoLUTb! — HEepOBHble,
. (0,5-1,2) HeueTKue.
1010 r/mn SpUTpoLUTbl — HouHon gnype3s — 5,2 Toic/MKN fleBas —
Benok — 0.26 2508 n/3p 091 mijﬂ*““ NumbounTsl — 35 83x42 Mm,
. YoenbHbin BeC — npasaa —
Jlenko — MoHo —7
8_l1/I(I)< LUnTbI 1002 r/mn 25,7 mr/pn HOLUUTbI 77%44 WM
Onypes —3,2n  O6wuin 6enok —  kopTuKo-
— 71
SpuTpoLMTS CK® — 18 mn/MuH r/n MEAyNNApHas
3-5 ANbEYMUH — anddepeHumauma
BakTtepun — Peabcopbuna — 42 t/n He coxpaHeHa.
YMepeHHO 87,4 (98-99) MNapeHxnma
SkcKpewws KpeatuHnH — rMnepaxoreHHas.
MOYEBUHbI — 3.2 mr/an HIC
8,3 r/cyT (15-34), [nioko3a — HE paclunpera.
HaTpuA — 4,1 MMOnb/N KaMT<eI/I, KNCT
_ HeT. KpoBoTOK
1,62 r/cyT (3-6), MoueBnHa — npw LUK
Kanua — 1,0 r/cyT 94 / .
(1-3) /4 MMONb/N CUMMETPUYHBIN
Mouesas
Kucnota —

712 mmonb/n

Hatpuin —
142 maKB/n
Kanun —
4,0 M3KB/Nn
NpumeyaHune: CO3 — ckopocTb ocefiaHmna 3puTpoumnTos, CKO — ckopocTb KnybouKoBoi GpunbTpaLmu.
Note. CO3 — erythrocyte sedimentation rate, CKO — glomerular filtration rate.
Tabnuua 2. MNokasaTenu KoarynorpaMmmbi
Table 2. Indicators of coagulogram
MokasaTens ABrycrt EanHnubi PedepeHcHbIN
2010r. n3mepeHus nHTEepBan
AYTB (aKTMBUPOBAHHOE YaCTNYHOE TPOMOOMIACTUHOBOE BPEMS) 1,10 ceK 0,75-0,25
M (NpoTPOMOBUHOBBIN MHAEKC) 79 % 86-110
®ubpurHoreH 4,45 r/n 1,8-4,0
eanHnLa
PKOM (pacTBOpUMble KOMMNIEKCHl MOHOMEPOB GMOpPMHA) 0,520 A H 0,35-0,47
SKCTUHKLMN
O-pnmep 1092 Hr/Mn MeHee 500
BonyaHouHbIN aHTUKOArynAaHT 1,05 ycn.eq 0,8-1,2

Tabnuua 3. JTabopaTopHble NoKasaTenu
Table 3. Laboratory results

06w aHann3 mouvn

AHanus mouu nNo 3UMHULKOMY

Buoxumunuyeckunin aHanns KpoBu

OTHocuTeNnbHaA NnoTHOCcTb — 1005 r/n  YoenbHbii Bec — 1,002-1,004 r/mn
[HeBHOM Anype3s — 2,0 n
HouHon gnypes — 1,8 n

Benok — 0,1 r/n
CKO — 12 mn/MunH

Kanbuun obwmn — 2,3 mmonb/n
MapatropmoH — 240 nr/mn (15-68 nr/mn)
HaTpuin — 140 mmonb/n

MoueBuHa — 21 mmonb/n

KpeaTuHUH — 343 MKMonb/n

MoueBas kncnota — 411 mKMonb/n
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CyTouHbI anypes — 4,2 n, Al — 150/90 mm pr.cT. [poso-
annacb aHTUMaHemMuyeckas Tepanus: fap63mo3TvH anbda
30 MKr mogkoXHO 1 pa3 B 4 Hedenu C MONOKUTENbHbIM
3¢pdekTOoM (remornobuH B AvHaMuKe coctaBun 102 r/n).
Ot nogrotoBku K 3MT pewweHo Bo3gepxatbca (XMH Il cre-
nexu, XbIM 4 ct1.) B otgeneHnn nogobpaHa rnnoTeH3nBHas
1 pUTMOYypeXatoLLas Tepanus, o3a anbdakanburgona yse-
nuyeHa o 0,5 MKr B CYyTKW, PEKOMEHOBaH NpremM PaHuTuy-
avHa 150 Mr B cyTKU, 4ap63n03TuH anbda 3aMeHEeH Ha 3no-
3TUH 6eTa 100 MKr 0,3 mn 1 pa3s B 4 Hedenn NoAKOXHO Mog
KOHTpOJIeM reMorfiobnHa 1 nokasatenen ¢pocpopHoO-Kanb-
LumeBoro obmeHa. Mo gaHHbIM Y3U nouek, BbiABAEHbI 3XO-
rpaduyeckre Nnpr3HaKku HeppocCKneposa, NnapanenbBrKasb-
HbIX KUCT C 06enx CTOPOH, B NMPOEKUNN CPedHEeN Yalleykn
O06HapYXeHbl KOHKPEMEHTbI IMHENHOW GOopMbl pasmepamu
4,7 mm cnpasa u 5,3 Mm creBa.

Mpu grHaMuyeckom HabnogeHn Ha GoHe npuema Bbl-
LWeobo3HaueHHoOW Tepanuu: remornobuH — 10 r/gn (11-15),
remaTokpuT — 31% (35-45), »kene3o — 11 mkmonb/n (9-30),
TpaHcheppuH — 2,1 1/n (2,5-3,8), % HacbiweHnA TpaHCchep-
pvHa — 20% (15-50), KpeaTnHUH — 562 mkmonb/n (53-97),
moueBnHa — 21 (Mmonb/n 2,5-6,4), moueBas Knucnota — 421
MKMonb/n (150-350), napatropmoH — 76 nmonb/n (1,4-10,4),
Kanbumn obwmn — 2,2 (2,1-2,5 mmonb/n), Kanun — 5,6
(3,5-5,1 mmonb/n), HaTpuin — 138 (136-145 mmonb/n), poc-
¢dop — 1,5 (0,8-1,4 mmonb/n).

C 2013 r. naumeHTKa Haxogunacb Ha Tepanuu Nporpam-
MHbIM remoguanu3om. B 2015 r. ¢ yyeTom TaAXecTu co-
CTOAHMA, HANMUMA MHOXECTBEHHbIX OCJIOXKHEHUN U COo-
NyTCTBYIOLWKMX 3ab0NeBaHUN C LeNbio NpefoTBpaLLeHus
NPOrpPeccUBHOrO CHWXKeHUA GUIBTPALMOHHON GYHKLUM
noyek npoBedeHa TPAHCMJIAHTAUUA JIEBOW MOYKU. ITO
no3Bonuno ctabunusmpoBaTb obuiee camouyyBCTBUE Na-
uneHTKM: cumntombl HI 66111 HUBENMPOBAHDBI, CYyTOUHBIN
anypes coctasun 1,8 1, OTHOCWUTENbHAs MIOTHOCTb —
1010 r/n, OoTMeuyeHa HoOpManusauma 3SNEKTPONUTHOro
(kanunm — 3,6 mmonb/n, HaTpun — 137 MMOnb/N) N Kanb-
uun-dochopHOro 06MeHOB, YPOBEHDb NapaTropMOHa CHU-
3unca go 9,5 nmonb/n, KpeatHMH — o0 88 MKMOb/A.
Mpu KOHTPONbHOM 0O6CNEe[0BAHUN B OTAENIEHUU HEeNpo-
sHOokpuHonorum MHU OIBY «HMWL, sHpokpmHOnorum»
MwuH3gpaBa Poccun npoBepeHo Y3U novek: B neBol nog-
B34OLWHON 0651acTn BU3yanu3mpyeTcs TpaHCMIaHTaT HOp-
MasibHbIX pa3mepos: 11,5x6,4x4,5 cM, KOHTYpbl POBHbIE,
yeTKue, CTPYKTYpPbl Xxopowo anddepeHLMpPOBaHbl, MApeH-
XVIMa HEOAHOPOAHad, TOJMHA COOTBETCTBYET BO3pPaACT-
HOWM Hopme — 1,7 CM B cpegHeM CermeHTe, [ONONHUTENb-
HbIX 06beMHbIX 06pa30BaHU He BbisfiBNeHO. [poBefeHo
Y3 WntoBMAHOM N OKONOLNTOBUAHbIX Kene3 — 6e3 na-
Tonoruu. Mo pesynbratam PeHTreHAeHCUTOMETPUN — AaH-
HbIX 32 OCTEOMNOPO3 He OH6HaPYXKEHO.

B HacTosee BpeMA NaLMeHTKa HAXOAUTCA Ha MMYHO-
CynpeccrBHOW Tepanuy B COYETaHUN C TTIOKOKOPTUKOCTE-
ponaamu, akKTUBHOWN KIWMHUYECKON CUMMTOMATUMKU He Ha-
6niogaetcs. MNauneHTKe NoKasaHO MPOMAOIKEHNE NeYeHs
1 AUHaMMYecKoe HabsogeHue.

OBCYXXAEHUE
BBVI}J,y NOJINSTUONTOTUYHOCTU CMHAPOMa nonnanncnn —

nonuypun, TOYHas 1 nocnepoBaTenbHasa auddepeHumans-
Hasl QMarHoOCTMKa OCHOBHbIX ABYX ¢opm Hl n nepsuyHOM

NOANANNCUN NPUHLUMNNANBHO Ba)Ha, NMOCKOMbKY onpepe-
NSET He TONbKO AaJIbHENLIYI0 TepaneBTUYECKYI CTpaTeruio,
HO 1 MOUCK BO3MOXHOW NPUYMHbI 3a6051eBaHus, NO3BONAET
NpenoTBpaTUTb PA3BUTUE TSXKENbIX OCIIOXKHEHWU U Npeay-
npeauTb NOTEHLMANbHO OnacHble NoboyHble 3PPeKTbl He-
NMpPaBOMEPHO Ha3HAUYEHHOTO JIEYEHMS, UTO B BbICOKOW CTene-
HW BIINAET Ha KaueCcTBO XM3HU 6onbHbIX. B ee ocHOBe nexar
Tpwn 3Tana [8-10]. MNocne noaTBepKAEHNA MMNOTOHNYECKON
nonnypun HEO6XOAUMO UCKMYNTb Hanboree yacTble Npu-
ynHbl HedporeHHoro H[: runepravkemus, rKO3ypus,
rmnepkanbUuemMus,  runepKanbLuypusi,  rmnokanuemus
U nMoyeyHasi HeJoCTaTOYHOCTb. [lanee MOKa3aHO OfHOMO-
MEHTHOE M3MepPeHNe OCMONAIBHOCTY MOYU 11 KPOBM, Orpe-
[eneHne HaTpus KPoBW. M3BECTHO, YTO FMMEPOCMONANb-
HOCTb KpoBu (6onee 300 MOCM/Kr) n/vunu runepHaTpremMms
(6bonee 145 Mmmonb/n) B cOYeTaHUN C HU3KOWM OCMOSASIbHO-
cTblo Moun (MeHee 300 MOCM/Kr) COOTBETCTBYIOT AUArHosy
HA. MNpwn OTCyTCTBUM JaHHbIX AMArHOCTUYECKNX MapKepoB
LenecoobpasHo MpoBefeHMe TecTa BOAHOW AenpuBauuu
C Lenbio NCKIMIOYEHUsI NEPBUYHOMN NOANZUTCUANY, B TOM YNC-
e AUarHOCTUYECKOE JleYeHUe HU3KMMU [Oo3aMu [ecMo-
npeccrHa — Npu BbiABNEHNM YacTuuHbIX dopm HA. Mocne
UCKJTIOUEHVA MEPBUYHON MOANAWNCAN N MOATBEPXKAEHUA
AvarHosa HJ, ana anddepeHumnanbHOM ANArHOCTUKKN LIEH-
TpanbHOW 1 HedporeHHOW GopM MOKa3aHO NpoBefeHne
TecTa C feCMOMPECCMHOM — COMNACHO KIIMHUYECKUM pe-
komeHpaumam [11, 12, 13]. Npn AoKa3aHHOM LieHTPasIbHOM
reHese HJ] Tpebyetca nposegeHne MPT ronoBHoOro mMosra
C KOHTPACTUPOBAHMEM C OMpeAesieHNeM WHTEHCUBHOCTM
curHana Ha T1 B3BELUEHHbIX N300paXKeHUsIX OT 3aHEN 0NN
rmnodursa n oLEHKOW COCTOAHNA BOPOHKU runodmsa: otcyT-
CTBUE XapaKTepHOro CUrHana oT Hempornnoousa BbICOKO-
YyBCTBUTENIbHO U cneundryHo (90 1 91% COOTBETCTBEHHO)
ana yentpanoHoro HJ [8, 14].

KnuHuueckne npossneHus Bcex Gopm CMHApPOMa no-
NMANNCMN-NIONNYPUM MPAKTUYECKN OANHAKOBSLI. Y Hawewn
naumeHTKn febioT 3aboneBaHUs NPOABWUICA B pPaHHEM
[LeTCKOM BO3pacTe, Habnofanucb BblpakeHHble CyObek-
TUBHblE (Ka[a, CYXOCTb BO PTY, NMONUYpPUA, HUKTYPUS)
N 06beKTMBHbIe (0OWan aerngparauus, 3agepxKa passu-
TUA, TMNON30CTeHYpuUs) npusHakn. JuddepeHymanbHan
anarHoctuka ¢opm HJl He npoBogmnach, COCTOosAHME pac-
LEeHEeHO KaK ueHTpanbHbin H v nHNUMMPOBAHO NeyeHne
JecmonpeccnHoMm, 6e3 faHHbIX O ero 3Haunmon 3ddek-
TUBHOCTM B MPUMEHSBLUMXCA JO3aX W MHTPaHa3anbHOW
dopme npenapata. B Bo3pacTe 35 neT y NauueHTKy BbIsiB-
NEHO BbIpaXeHHOe HapylweHre GUIbTPaLMOHHON QYHK-
UMM MOYEK BC/IEACTBME XPOHUYECKOro nuenoHedpuTa
C TybynovHTepCcTUUManbHbIM KOMIOHEHTOM, C Nprcoeau-
HEeHVIeM CepaevYHO-COCYyANCTbIX OCNOXHEHUN (HedporeH-
HafA rMNepTOHMSA, YacTas KeNlyJouYKoBasA IKCTPACUCTONMA)
U pa3BUTMEM CTOMKOrO BTOPUYHOIO runeprnapaTmpeosa,
yto 06OCHOBANIO Ha3HayeHWe COOTBETCTBYIOLWEN Tepa-
nuun. B 2012 r. coxpaHanuce gekomneHcauyma H (cytou-
Hbli anype3 — 4,2 n), BTOPUYHOrO runepnapatupeosa
N HedporeHHaa aHemuA. ConyTcTBylOlWMe 3aboneBaHuA,
TaKne Kak TpoMb6odumnus, sKcTpareHUTanbHas NaTonorus
n pa3ButMe ANCOYHKLUOHANBHOIO MAaTOYHOrO KPOBO-
TEUEHUs MPEensTCTBOBaNM CBOEBPEMEHHOW WMHULMALUN
3MNT nporpaMMHbIM reMOAMANN30OM, YTO B AalibHENLWeMm
Nno Mepe yxXyALWeHusa NoYeyHon GpyHKLMM NPUBENO K HU-
BeNnupoBaHuio cumntomos HJ.
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PricyHOK 1. MexaH13M KOHLEHTPALMM MOYM NOg AENCTBMEM Ba30MNPECCMHA B COOMPATENIbHOM MPOTOKE.

Figure 1. Mechanism of urine concentration by vasopressin in the collecting duct.

PazBuTre HepporeHHoro HI 06ycnoBneHO NOAHOW Unn
YaCTMYHOW PE3NCTEHTHOCTbIO MOYEK K SHAOMEHHOMY Ba3o-
npeccuHy [15]. BasonpeccuH, cBA3bIBaACh ¢ V2-peLientTopom,
pacrnonoXeHHbIM Ha 6Ga3onatepanbHON MeMOpaHe KIeToK
cobuvipaTenbHbIx Tpybouek, yepe3s LAM® 1 NPOTEUHKUHA3Y
A CTMMyNMpYeT BCTParBaHMeE B anvKabHYyl0 MeMOpaHy BHY-
TPUIKNIETOUHbIX BE3MKYJ, copepawux AKBanopuH-2, 4To
NPUBOANT K MOBbILIEHNIO NMPOHNLIAEMOCTA 3TOW MEMOPaHbI
ana sogbl (puc. 1).

HedporeHHbin HII MOXeT BO3HMKHYTb KaK OCIOXHe-
Hue XBI1, n gnarHoCTnKa 3TOro NOTEHLMANIbHONO OC/OX-
HEHNA OuyeHb BaHa. [puU3HaKM MOBpPEXAEHUA MNoYeK
n/unn cHmxeHne CKO BbiABNAIOT Kak MUHUMYM Y KaX-
Joro fgecsaToro npeactaButensa obuwern nonynsyumum. [no-
6anbHaA PacnpoCTPaHEHHOCTb B MONYAALUU MO pe3ysib-
Tatam MA KpynHbIX KOrOPTHbIX UCCNefoBaHNN COCTaBUna
B cpeaHeM 13,4% [16]. [lo HEKOTOPbIM AaHHbIM, pa3BUTME
HedporeHHoro HJ, kak ocnoxHeHua XBI1, obycnoeneHo
yBeMYEeHUEeM BbigeNeHNa pacTBoputenein Ha GyHKLMOHK-
pyownin HedpoH, a TakKe CHUXeHueM skcnpeccun MPHK
ona V2R [17, 18]. 3tnonornyeckn XbIM moXeT BO3HMKATb
BCNeAcTBue rnomepynoHedpuTa, peunansupyouen mo-
yeBoll MHbEKUUN, OOCTPYKTMBHOW yponaTuu, rmnonaasnm
n pgucnnasmm novek. CHuKeHne yyBcTBUTENbHOCTM K ALl

MO>KeT pa3BuBaTbCA y»ke Ha paHHux ctagmax XIMH. Takue
naumeHTbl MMeKT pasfinyHble MeauUMHCKMEe (noyeyHas
anctpodus, aHemmsa, 3adepKa pocTa, nosbllieHne All)
1 ncnxocounanbHble npobnembl [19].

Y Hawen nauneHTKU Habnopanacb accounaumns ¢ Hed-
poreHHbim HJI, pa3BuBLIMMCA BCIEACTBME NMOYEYHOTO 3a60-
neBaHuAa (NnpuobpeTteHHas ¢dopma). OfHako MyTauuu reHa
B AVPR2 n AQP2 B pebloTe He onpeaensnucb. Mol MCKNIOUMNN
Apyrve npuuunHbl HedporeHHoro HJ: B aHamHe3e He 6bino
npuema HeppPOTOKCMYHBIX NpenapaToB (MuTui, amdoTepu-
UuH B 1 T.4.), peunauBmpyioLlen MoYeBon UHdeKLun, um-
CTrTa, MeTabonmyecknx pacctpoicTs. Mo pesynbratam Y3U
nouyek, JaHHbIX 32 AUCNIACTUYECKYIO NN MYNIBTUKUCTO3HYIO
MOYKY M OBCTPYKTMBHYIO YpONaTuIio He nonyyeHo. B cemeii-
HOM aHaMHe3e HedporeHHoro HJl nnu gpyrux noyeuHbix
3aboneBaHnii He 6bino. Matonorumn runotanamo-runodu-
3apHoM 0bnacTn He obHapyxeHo. JleyeHne agnypeTuHomM
B TEYEHUE MHOIMX feT He Obino 3GPeKTNBHBIM U COMpPo-
BOXJaNoCb pa3BUTMEM anieprmyeckoro puHuta. o mepe
CHUWXKeHUsi GUIBTPALMOHHON GYHKUMM MOYEK OTMEeYaNocb
CHWXKEHUE BbiAensieMo MOUN: CMNOCOBHOCTb MOYKU K KOH-
LIEHTPVPOBAHWIO MOYY MPU CHUXKEHUUN ee GYHKLIMM — BaX-
HeWMW 1 NPOrHOCTUYECKMI NPU3HAK. TpaHCnaHTauua noy-
KU1 npriBena K Hopmanunsaumm COCTOAHMA NaLNeHTKM.
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3AKNIOYEHUE

He3aBUCMMO OT MexaHM3Ma Pa3BUTKSA, AMArHOCTKA Hed-
poreHHoro HJ] Kak BTOPUYHOIO OCIOMHEHWA OYeHb BaXHQ,
MOCKOJIbKY MaLEHTbI MOABEPXKEHbBI PUCKY rMMNepHaTpruemMmnye-
CKoW germapataumn. 3aboneBaHune NprobpeTaeT Bee bonbluee
MEAMNKO-COoLMANbHOE 3HaUeHWE He TOJIbKO B CBSI3U C PALOM
KIMHNYECKUX NMOCNEACTBUIA, HO U C MO3ULNI KOMOPOUAHOCTY,
accounmpoBaHHon ¢ HedporeHHbiM HI. lMepBocTeneHHoe
3HaUEeHNe UMeeT TLlaTeNbHOe 00C/IefOBaHNE, Y OpraHn3auus
€ro 3TaroB TpebyeT COBMECTHOIO yyacTust Hepposora 1 3HZOo-
KpuHonora. B cuny cnoKHoCTn paccmatpuBaemon naTonornm
MeXANCUMNAVHAPHDIV NOAXOA KpariHe akTyarneH.

JlaHHOe KnuHUuYeckoe HabngeHne AUKTYeT Heobxoau-
MOCTb 06paTVTb BHMMaHME Bpayel Ha andpdepeHLmanbHyo
[OVArHOCTMKY 3ab0oneBaHNA C Leiblo NPOBEAEHMSA CBOEBpE-
MEHHbIX afi€KBATHbIX MEPONPUATUI.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢uHaHcupoBaHuA. PaboTa BbiNoOSHEHa MO MHMLUMATHBE
aBTOpPOB 6€3 nprBneyYeHrs GUHAHCPOBaHN.

KoHdnuKT nHtepecoB. PaboTa BbiNoNHeHa B COaBTOPCTBE C 3aBefy-
owWen pegakuven xxypHana «OxnpeHne n metabonusm» [13epaHosoii J1.K.
1 UfieHOM pefaKLVMOHHON Konnern »xypHana «OxXnpeHve 1 metabonvsm»
Muraposoii E.A.

Cornacue nayuenrTa. MauyieHTKa 406POBOSILHO NoANMcana UHGoOpPMU-
poBaHHOe corniacue Ha Ny6avKaLmio nepcoHanbHON MeaNLIMHCKON MHbop-
Mauum B 06e3myeHHon popme B KypHase «OXupeHne n metabonmsmy.

YyacTue aBTOpOB. Bce aBTOPbI BHEC/IM PaBHbIN BKaf B paboTy: aHa-
N3 AaHHBIX U MX MHTeprpeTaLmio, HanncaHue ctatbu. Bce aBTopbl 0fo6pu-
nu GuHanbHY BEPCUIO CTaTby Nepep Mybnukauuer, Bbipasunm cornacue
HeCTN OTBETCTBEHHOCTb 3a BCE acneKTbl PaboTbl, MOAPa3yMeBaloLLYytO Haf-
nexallee nM3yyeHvie 1 peLleHne BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO M

[06POCOBECTHOCTDLIO NM06OI YacTn PaboTbl.
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