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B poccuiickoit meauaTpuyeckoi mpakTHKe 1MarHo3 HUCTUHO3a
JUTATEJTBHO OCTaBaJICs Ka3yMCTUUECKUM, W MTALMEHTBI, CTpaaalolye
NAHHBIM 3a00JIeBaHUEM, OTHOCWJIMCH K TpyIram TyOyJomnatuii
HeyCTaHOBJIEHHOTO XapakTtepa. M3-3a He3HaHUsI KIMHUKU He
MPUHUMATIUCH BO BHUMaHUE TJIa3Hble CUMIITOMbI, SHIOKPUHHbBIE
HapyllleHUs] U U3MEHEHMsI CO CTOPOHBI LIEHTPAJIbHON HEPBHOM
cuctembl (LIHC), cunTaBuimecs: BrOpU4HbIMU 1O OTHOLIEHUIO K
noveyvHoii HenocrarouHocTy. [porpeccupyroliee nopaxeHue rMoyek
3aKaHYMBAJIOCh TEPMUHATBHOM IMOYEYHON HEOCTATOYHOCTHIO U B
OTCYTCTBHE BO3MOXKHOCTHU TPAHCIUIAHTAIIUU — IMOEbIO OOIbHBIX.
Bosee Toro, yacTb 00JIbHBIX MOrMOAIN B paHHEM BO3pacTe — 3a[10JIT0
IO HACTYIIIEHMSI XpOHUYECKOM TToYeuHoi HenocTatouHocTh (XITH),
BEPOSITHO BCJICACTBUE NETUAPATALIMU, TSIKEIbIX JIEKTPOJUTHBIX
pacCcTpOCTB U alua03a.

OnbIT Hatleit paboThl ¢ OOJLHBIMU LIUCTUHO30M HETTPOIOJIKM -
TeJIEH, OTHAKO MPOTrPecc 3a MOCIEAHUE MATh JIET OYEBUICH U Mbl
CUMTAEM BO3MOXKHBIM MOAETUTHCS MH(MOpMaLKeli 0 3a001eBaHU
M TEKYIIEM COCTOSTHUU TTPOOJIEMBI.

KIMACCUDPUKALIMA U SMTUMOEMMUOJIOIUA

LurcTuHO3 — penKkoe ayTOCOMHO-pelleCCUBHOE 3abojieBaHue,
MPUIUHOIN KOTOPOTO siBjisieTcst MyTauus B rene CTNS, konupyio-
1LIEM JIM30COMaJIbHBII NIepeHoCcYuK uuctuHa. [1pu 3ToM 3a601e-
BaHUU B pa3JIMYHbIX OpPraHax U TKaHsIX MPOUCXOAUT HAKOIIJICHUE
LIMCTUHA B JIN30COMaX U OTJIOXKEHHE ero KpUCTaLJIOB. BeiaeneHo
TPU KIIMHWYeCKUe (hOPMBbI O0JIE3HU, Pa3IMYAIOLINECS IO TSIKEeCTH
1 BpeMeHHt nedrota. Hanbolee Tske10 MpoTeKaeT Kiaccuyeckast
nHdaHTUIBHAS HedponaTtuyeckas dopma nuctuHosa (OMIM #
219800). Briepsrie oHa Obl1a onrcana B Hauane XX B. Aberhalden
Kak 3abojieBaHUe, HEM30eXHO MPUBOsIIEE K TEPMUHATLHOM!
ypeMuu B eTckoM Bospacte |1, 2|. [To3nHee ObLIM OMyOIMKO-
BaHbl HaOMOAEHUS U 3a OoJjiee JIETKUMU clydassMu OOJIE3HU.
IOBeHwnbHAsT, WK TIpoMexyTouHasi, popma (OMIM #219900)
TaKKe COMPOBOXKIAETCS MOPaKeHUEM MOYeK, HO ¢ MaHUbecTalmei
B IMOJIPOCTKOBOM Bo3pacte. B3pociast, unm “nobpokayecTBeHHast”,
dbopma nuctuHoza (OMIM # 219750) nposiBisieTcst opaxkeHu -
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eM TIJ1a3 ¢ pa3BuTueM (porododuu 6e3 MpU3HAKOB BOBICUCHUST
npyrux opraHoB. [1pu 3ToM BapuaHTe 60JE3HU KPUCTAJUIBI LIUC-
THHA OTKJIJIBIBAIOTCS TOJIBKO B POrOBUILIE U KOCTHOM Mo3re [3].
B CIIA uuctuHo3 BcTpevaetcs ¢ yactotoii 1 : 200000; B EBpornie
1: 179000; roBeHUIbHAS U B3pociiasi hOpMbI OTMEYAIOTCS MEHEe
yeM B 5 % citydaes.

NMATO®U3NONOINMA U TEHETUKA

KumHuyeckue nposiBjeHus pu HepornaTuIecKOM LIUCTUHO3E
TakXe MMEIOT ONpeeIeHHbIN T1ana30H TSKeCTH, HO B CpeIHEM
B OTCYTCTBHE CIelM(PUUECKOii Tepanuu TepMUHATbHAs MoYey-
Hasl HeAOCTAaTOUYHOCTh pa3BuBaeTcs K 10-1eTHeMy Bo3pacty [4].
C pa3BUTHEM TPAHCIUIAHTALIMY TOYKHU MTPOIOKUTEIbHOCTD KM3HU
MalMeHTOB 3HAUUTEJILHO YBEJIUUMIACH U B TPAHCIITAHTAT 0OJIE3Hb
He Bo3Bpaliaercs. OQHaKo U Mociie MoYeyHO! TpaHCIIaHTalluu
MPOAOJIKACTCS OTVIOKEHUE KPUCTALJIOB LIMCTUHA B 9KCTPapeHa b~
HBIX OpraHax, BKJII0Yasi MBILILIbI, TOJIOBHO# MO3T, KOCTHBI MO3T,
TeYeHb, CeJIe3eHKY, TUMMaTUeCKe y3JIbl, POTOBUILY, KOHBIOHK-
TUBY, IIUTOBUIHYIO, MTOKETYIOUHYIO XeJIe3bl, SMYKU U KUIIEYHUK
[1]. Hapsimy ¢ mpexHeil, BOCHOBHOM CUMIITOMATUYECKOM, Teparnueit
ObL10 pa3paboTtaHo crienrduyeckoe JedeHue, HarpaBIeHHOe Ha
KOPPEKLMI0O OCHOBHOIO MaTOreHEeTUYECKOro MexaHmusma. bbuio
00HapyXeHO, YTO IUITUTEIbHAsl U YIOpHas Tepanus LUCTeaMM-
HOM, IOHATOPOM CYJIb(MTIUAPUILHBIX TPYIII, BbI3bIBACT ACTIICIIUIO
LIMCTUHA U 3HAYUTEJIbHO OTHAJISIET TOYEUHYI0 HE0CTATOYHOCTD,
yJIydIIIaeT mokKasaTesim pocTa pebeHKa 1 TIPeI0TBPAIlaeT CepPhe3HbIe
MO3HUE SKCTPapeHabHbIe OCIOXHEeHUS [7—16].

I'en iuctuHo3uHa, CTNS, pacnionaraetcst Ha xpomocome 17p13
[17]. CTNS cocrout u3 12 3K30HOB U KOAMPYET CUHTE3 LIMCTU-
HO3MHAa — WHTErpajbHOro OejKa JIM30COMalbHOI MeMOpaHbI,
npezcTaBieHHOro 367 amuHokucaoraMu. OyHKIMEH LIUCTUHO3MHA
SIBJISIETCS TIEPEHOC LIMCTUHA U3 JIM30COMBI B IIUTOILIa3my |18, 19].
B CesepHnoit Amepuke 1 EBporne moutu 75 % Bcex McciieI0BaHHbBIX
anjeneit mmeroT menenuio 57-kb, m 3T0 camast yacTast MyTaLus
CTNS [20]. Boiio onucano okosio 60 apyrux myrauumii [21—24].
TTaumeHTsI ¢ KI1acCuuecKUM MHGAHTUILHBIM LIMCTUHO30M UMEIOT
JeJICLIM WY IPYTUE MyTaLluK, TIPUBOISIIIIUE K TOJTHOMY OTCYTCTBUIO
LIMCTUHO3MHA, B TO BpeMsl Kak 0oJiee JIeTKKe Cirydau (IOBeHUIbHAst
¥ B3pocast (hopMbl) OOBIYHO KOMITAYH/I TeTEPO3UTOTHBI I UMEIOT
Hapsiy ¢ TSDKEJIOoi (HarpuMep, HOHCeHC) 0oJiee JIETKYI0 MyTallnio
(HampuMep, MucceHc) [25]. ¥ 6ecCMMNTOMHBIX T€TEPO3UTOTHBIX
HOCHUTEJIe OTMeYaeTcsl IBYKpaTHOE CHMXXKEHUE aKTMBHOCTH LM~
cTrHO3MHa [26]. [Tpu 3TOM ypOBeHb BHYTPUKJIETOYHOTO LIMCTUHA
OCTaeTCsl JIMIIb CJIerKa IMOBBIIIeHHBIM [27]. B LieoM, TsKecThb
KJIMHUYECKUX TPOSIBICHUI O0JIE3HU, KaK MPaBUIO, UMEET Tpsi-
MyI0 KOPPEJSIIMIO C KOHLEHTpalueld BHYTPUIN30COMATbHOTO
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LIMCTMHA U OOPaTHYIO KOPPESLMIO ¢ pe3uayalbHON (hyHKUIMEH
uucTruHo3uHa 28, 29]. TeM He MeHee Helb3sT UCKITI0UaTh BOZMOX-
HOTO MOAMMULIMPYIOIIETO BIUSHUSI Ha (DEHOTUIT APYTUX TE€HOB U
9KOJIOTUYECKUX BO3IEVCTBUIA.

CaMbIM SIDKUM TIPOSIBIICHUEM HapyLIeHUs! JIN30COMAIbHOTO
TPAHCIIOPTA LIMCTUHA SIBJISIETCS] 00pa30BaHKME KPUCTAILTIOB BCJIGICT-
BHe IJIOXOM paCTBOPMMOCTH LIMCTHHA B Bojie. KpucTasuibl 0ObIYHO
MMEIOT (hOpMY IIECTUYTOJIbHUKA VTN TIPSIMOYTOJIbHUKA, HO MOTYT
OBbITh UTOJILYATHIMU U 00JIaIAI0T CBOMCTBOM JBOMHOTO MPETOMJICHUS
B TMOJISIPU3ALIMOHHOM cBeTe. MHTepecHO, YTO TSKECTb MOBPEX-
JICHUST TKaHEW He BIOJHE KOPPEIUPYET C paCpoOCTPaHEHHOCTBIO
OTJIOXEHUS KprcTautoB. Hanpumep, B meyeHM M TOHKOM KHIIIeY-
HMKE OTMEYAeTCs 3HAUMUTEJIbHOE MHTPALIEJLTIONSIPHOE OTJIOXEHUE
KPMCTAJIJIOB LIMCTUHA, HO 3TO PEIKO KIMHUYECKU MPOSIBIISIETCS.
DTOT (hakT, MO BCell BEPOSITHOCTH, OOBSICHSETCS 3HAUUTEIbHBIM
(YHKIMOHAJILHBIM Pe3epBOM HEKOTOPBIX OPraHOB/00J1ee KOPOTKUM
KJIETOYHBIM LIMKJIOM U OBICTPOIl CMEHO KJI€TOUHOI MOMYJISILUH.
B HexkoTophIx KjIeTKax, HampuMmep (uopobiacTax, KpUCTaIbl
HUKOIIa He 00pa3yloTcsi, HECMOTpPsI Ha BBICOKOE COMepXKaHue
BHYTPUKJIETOYHOTO LucTrHa [30].

KNMMHUYECKAA KAPTUHA

CHUMIITOMBI IIMCTUHO3A Pa3BUBAIOTCS MOCTeNeHHO. Kak mpasuio,
B IepBbIe 3—6 MecsIeB XKU3HU KITMHUYECKIE TIPOSIBIICHUSI 6OIE3HI
oTcyTcTBYIOT. K 6—12 MecsiiaM MOSIBIISIIOTCS TaKMe Hecrendu-
YeCcKHe CUMIITOMBI, KaK aHOPEKCHsI, PBOTA, ITOJIUYPUS U 3aTIOPBI.
Bo3MOHO pa3BuUTHE SMTU30/10B JIUXOPAIKHU C TPU3HAKAMU AT~
patauuu. CyleCTBEHHO YMEHbILaeTcsl MpubaBKa B Bece U pocTe,
nporpeccupyroias B JaJbHEUIIEM.

[MopaxkeHue nmovyek 06GbIMHO MaHU(ECTUPYET KIMHUKOM CUHI-
poma Dankonu ([e Tonn—/le6pe—PaHKOHN) K 1-My rOIy KM3HMU.
Y nauueHToB OTMeyaeTcsl MoTepsl XKUIKOCTU U DJIEKTPOJIUTOB,
aMUHOALUAYPUSsl, HU3KOMOJICKYJISIpHAsE IPOTEUHYPUsI, HOPMOT-
JIKeMu4YecKasl TIoKo3ypusi, dochaTypusi, TUNEPKaIbLUAYPUS
W TUTIEpXJIOpEMUYECKUI anmmo3. B manbHeieM oTMmedaeTcst
nporpeccupyloliasi morepsi ioMepyisipHoi GyHKUMKM U pa3BU-
TUE XPOHUYECKOM TMovyeuHoi HemocTaTouyHocTu (XITH) B 7—12
set [30, 31]. B HacTosiiiee BpeMsl LIMCTUHO3 CUMTACTCSI CaMOit
4acTo# MPUYMHON BPOXIEHHOTO cMHIpoMa MaHKOHU B I€TCKOM
Bo3pacre. JInype3 MoxKeT ObITh CTOJIb 3HAUYUTEbHBIM, UTO Y HEKO-
TOPBIX OOJBHBIX HA HAYaJIbHOM 3Tare MpeAnoaraeTcs: HaTmuue
HecaxapHOro auabera [2]. ¥ HEKOTOpBIX HeTell 3HAYMTEIbHAs
9KCKpelust Kaublust U dhocdaTroB MPUBOIUT K MEAYUISIPHOMY
HedpoxanbLKHO3y [32]. Y MHOTHUX, XOTSI U HE Y BCEX, MallueHTOB
pasBuBaeTcs runocochaTeMUUECKUI PaxXUT C BBICOKOM 9KCKpeLMeit
docharo, HopMaTbHBIM YyPOBHEM BUTaMKHA D, MOBBILIEHUEM
AKTMUBHOCTHU IIEJOYHOU (hocdarasbl ¥ TaKUMU KIMHUYECKUMU
MPOSIBJIEHUSIMU, KaK ocTeoMassiuus, aedopmalum KocTteil u
3anepxkka (GopMUPOBaHUSI MOTOPHBIX HaBbIKOB [9, 30]. IMpu
Pa3BUTUM TMIEPKATBIUYPUUCCKON TMITOKATBIUEMUN BOZMOXHO
BO3HUKHOBeHHME TeTaHUU. ['unokanueMus (B psiie caydaeB HIKE
2,0 mEq/1) MOXeT MPUBOANTH K HAPYLLIEHUSIM CEPICUHOI TPOBOIM-
moctu. KapHuUTHH TakKe TepsieTcst mpu cuHapome Mankonu [33],
YTO MOXKET ObITh IPUUMHOM MBIIIEYHOM c1adocTu [34]. Y B3pocabix
OOJIbHBIX HAOJIONACTCs MPOTPECCUPYIONIAsl TOTEPS] MBILICUHON
Macchl, rnepudepuyeckas MoJMHeNponaTusi.

B CeBepHoit AMepuke 1 EBporie LIMCTUHO3 COCTaBIsIeT MPUOINU3U-
TenbHO 5 % cayuaeB XITH y nereit [31]. [To nanubim The European
Dialysis and Transplant Association Registry, cpemHuii Bo3pacT aeteit
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Puc. XapakTepHoe OT/I0XXEHME UroNbYaTbiX KPUCTANIOB LLUCTUHA
B poroBuLe 605IbHOro LUCTUHO3OM

C IMCTUHO30M, HYXKIAIOIIUXCS B 3aMECTUTEIbHOM Teparu, COCTaB-
nsiet 9,5 net ¢ konebanusimu ot 1 10 20 et [35]. ['McTonatonoruyecku
MPU LIMCTUHO3€ pa3BUBAETCS aTpodusi KIETOK MPOKCUMATbHBIX
KaHaJIbLIEB C MX AedopMaliieii 1o Tuily JedearHoi meu [36]. Becbma
XapaKTepHO MOBPEXICHUE TTOIOIIMTOB, TPUOOPETAIOIINX BUI MHO-
TOSIICPHBIX TMTAHTCKUX KJIETOK. B moponmTax u MHTepCTULIMATb-
HBIX KJIETKaX OTMEYaeTCsl OTJIOKEHUEe KPUCTAUIOB IIMCcTUHA [35].

XapakTepHO pa3BUTHE TMOJIUIHIAOKPUHONATUM C HapyIIEHH-
eM (BPYHKIIMU TIMTOBUIHOW, TIOKETYIOYHOM, TOJOBBIX XKeJe3.
LrcTHO3 opaxaeT MHOTHUE XeJe3bl, B CBSI3U C YeM Y NMallueHTOB
HapyIIaloTCcs MOTOOTASAeHUE [5], MPOAYKIIUS CI€3HOM XKUIKOCTH,
cayiMBallys, YTO IeJIaeT UX CKIOHHBIMU K Pa3BUTHUIO TUTICPTEPMUH,
CYXOCTH TJia3, pBOTe. Y OOJIBHBIX MOXKET OTMEYaTbCs aHeMUs,
00yCJIOBJIEHHAs MPEXIe BCEro YMEHbIIEHUEM PEHAIIbHOM Mpo-
OYKIIMU 9PUTPOINOITHHA MPU MOYEYHOM HETOCTATOUHOCTU U B
MeHbIIIeH CTeleH! — OTJIOKEHUEM KPUCTALJIOB IIMCTUHA B KOCTHOM
moa3re [37].

PaHHMUMU M TIATOTHOMOHWYHBIMU TPOSIBJICHUSIMU OOJIE3HU
SIBJISIIOTCSI OTJIOKEHUSI KPUCTAJIOB B POrOBUIIE Y KOHBIOHKTHBE
[1]. KopHeanbHbIe KpUCTAJUIBI ITOUTH BCErIa MMEIOTCST K BO3PACTy
16 MecsiLieB ¥ BBISIBJISIIOTCS] TIPM OCMOTPE C TTOMOIIBIO 1IEJIEBOIA
JIaMIbl B BUJE WTOJbYATHIX, OMAIECLMPYIOLIUX TOMYTHEHUI
(puc. 1) [4]. B nepByio o4epeib B 3TOT IPOLIECC BOBIEKAETCS SIUTE-
Jnii poroBulibl. Ha BTopoii nekane xu3Hu pa3BuBaeTcs hoTodooust
1 BO3MOXHO BO3HMKHOBEHHME TSKEJIOM KepaTonaTiuy ¢ HapyIeH1ueM
3peHus. MIHoTIa KpuCTaslTbl OTKJIAIBIBAIOTCS U B TIEpeIHEN KaMepe,
pagykHOIt 000JI0UKe, IIMJIMAPHOM TeJIe, COCYAUCTOM 00010UKe, Ha
[JIa3HOM JIHE U B 3pUTeIbHOM HepBe [ 16, 38]. B HeKOTOpBIX ciryuasix
pa3BUTUE TTUTMEHTHOM PETUHOMATUY TPEAIIECTBYET MOSIBJICHUIO
KOpHEaJIbHBIX KPUCTAJUIOB [39].

OUATHOCTUKA
PanHsist Bepudukalus quarHo3a U CBOEBpeMEHHOE Havyaslo
creunduyeckoil Tepanuu LUCTEAMUHOM MMEIOT peliaollee

3HAYEHME IJISI CYAbOBI JAeTeil, cTpamalomx UucTuHo3oM [10].
JlnarHo3 LUMCTUHO3a OATBEPKAAETCS OIPEAEIEHUEM BBICOKOIO
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YPOBHSI IUCTHHA B TPAHYJIOLMTAX — OTHOLIEHUE KOHLIEHTPALIMU
LMCTUHA K KOHILIEHTpaluu 6enka 6ojee 0,5 HMOJNb/MI Oefka
[2]. dns Bepudukanmm UIMCTUHO3a CYUTAETCS JOCTATOYHBIM
BBISIBJIEHUE KPUCTAJJIOB B POTOBHUIIE Y MAllMEHTa C CHHAPOMOM
DaHKOHH, T. K. TOJOOHbBIE KPUCTAJIBI HE 00OHAPYKMUBAIOTCS TIPU
JPYTUX MPUYMHAX 3TOTO CUHAPOMA Y IeTeii, TAKUX KaK TUPO3H -
HEMUSI, TaJTaAKTO3EMMUSI, TeNTaTOPEHATbHBIN TJTUKOTEHO03, 00JIe3Hb
[enra, cunapom Jlose u 1. 1. C 1pyroii CTOPOHBI, OTCYTCTBUE
KPUCTAUIMUECKOM KepaTornaThy He MO3BOJISIET UCKIIOYaTh L1~
CTUHO3, 0COOCHHO Y MJIaJieHIIeB. B mpouioM 11 Bepudukaumu
JIMarHo3a MpUMEHsIaCh TUArHOCTUYECKAst OUOTICHS pa3IUIHbIX
OpraHoB, BKJII0Yasi KOCTHBIN MO3T, KOHbIOHKTUBY U IMOYKH [2].
OpHako B HacTosilee BpeMsi oOLIeNPU3HAHHO, YTO ISl ycTa-
HOBJICHUSI IMarHO3a 3T WHBA3WBHBIC MTPOLIEIYPhI HE SIBJSIOTCS
HeoOXoAMMbIMU. PaHHUIT AMArHo3 MOXeT OBbITh YCTaHOBJIECH
M C MOMOUIBIO MOJIEKYJISIDHO-TEHETUYECKOTO HCCIeI0BaHUS.
Ilpu HanMYuU B ceMbe XOTSI Obl OJHOIO peOeHKa ¢ IIMCTUHO-
30M MpU KaxXIOW cieaymoonieil 6epeMeHHOCTU PeKOMEHIYeTCs
NpeHarajbHasi IMarHOCTUKa OOJIE3HU C MOMOIIBIO U3MEPEHUsI
YPOBHSI CBOOOAHOIO LIMCTMHA B KYJbType aMHUOLUMTOB WJIU
KJIETKax BOPCUH XOPHMOHA, WJIU C MOMOUIbIO T€HETUYECKOTO
ucciaenoBaHus [2].

TEPANUSA

JledyeHue IMCTUHO3a COCTOUT U3 CUMIITOMATUUYECKOM U CTIeLIM-
(buueckoit Tepanuu. CuMnToMaTHUYeCKas Teparnusl HarpaBieHa
Ha KOPPEKIINIO TyOYISIPHBIX TIOTeph OMKapOOHaTa, BOIbI, Kajlus,
Hatpusi, docdara Mo KOHTpoJeM MX ypoBHeil B riasme [40].
HasHauaioTcst mpemnapaTbl BUTaMMHa D 1 JleyeHUs paxuTa,
L-TupoKCcuH I KOppeKUUW TUnotupeosa, L-kapHutuH 1o 50
mr/kr. [lpu 3amepxkke pocta — mperapaTbl peKOMOMHAHTHOTO
rOpMOHa pocra.

Hucteamun (HS-CH2-NH2) — enuHCTBEHHOE BEIIECTBO, TOKA-
3aBIIIee /1 Vitro U in vivo cBOO 3 (PEKTUBHOCTD B KAYECTBE CYIIPEC-
copa OTJIOXKEeHMsI IIMCTUHA BHYTPH JIn3ocoM. LlncreaMnH mpoHuKaet
B JIN30COMY, IIe pacIlIeIIsieT LIMCTUH Ha JABE MOJIEKYJIbl LIMCTEMHA
M 3aTE€M COSAMHSIETCS C OTHOM M3 HUX C TOMOILBIO AUCYTbMUIHON
cBs3u [40, 41]. O6pasyrolyecs Py TOM LHUCTEWH -LIMCTeaMIHOBBIN
KOMITJIEKC ¥ ITUCTEWH He HYKIAt0TCS B IMCTUHO3WHE JUTSI BBIXOA U3
Jm3ocoMbl. JAucynbduaHoe coenmHeHue, sBIsIOLEecs aHATOrOM
JIM3MHA, IEPEHOCUTCS Yepe3 TM3UHOBBIN NopT (puc. 1). Llucteamux
MPOU3BOAUTCS B BUIE OUTAapTpata — KOMMEpPYECKOe Ha3BaHue
npemnapata L{ucraron (Cystagon®). JledeHue 10JKHO HAYMHATBCSI
cpasy rnocJjie NMoaTBepXKAeHUsI I1arHo3a. J1oza nocrerneHHo B TeYeHue
6—8 Henenb yBenuunBaetcs ot 0,2 1o 1,3 rpamma/m? B ieHsb [2, 10].
MaxkcumanbHas 103a mpernapara coctasisieT 1,95 rpamma/m? B ieHb
[9]. LincTeaMuH XOPOIIIO BCACHIBAETCS, €T0 MAKCUMAITbHBIH 3(h(eKT
pasBuBaeTcs yepe3 1—2 yaca u AauTcs He Oosiee 6 yacos [5, 25].
TToaTomMy cyTouHas 1032 TOJKHA Ha3HAYaThCsl B YeThIpe Mpuema.
TTockoIbKy OTBET Ha TepaIuio BapruadeIbHbIN, 3(pHEeKTUBHOCTD U
JIOCTATOYHOCTB JI03bI TperapaTa KOHTPOJIMPYIOTCS OTpeieeHueM
KOHIICHTpAIIMU IIMCTUHA B TpaHyJonuTax. LleseBbiM 3HaYeHEM
yepe3 6 yacoB MOCIIe MPHeMa OUepeIHOM 03kl IperapaTa siBIseTCst
KOHIEHTpaIus He BbIlie | HaHOMOJIb | /2 TUCTUHA HA MWUTUTPAMM
6eska [9]. CBoeBpeMeHHasl Tepariusi LIUCTeaMUHOM J0Ka3ajia CBOIO
3¢ HeKTUBHOCTD B TUTAHE 3aMEUICHUST CHUXKEHUS TTIOUEIHBIX (DyH-
KUMI ¥ YJTy4IIEHUs POCTa Y IeTeii ¢ HMCTMHO30M B IOIMATU3HYIO
cranuio [19]. Jaxe mpu mo3gHeM Hayajae Teparnuu BO3MOXKHO
yAydllleHue ToKa3aTejaeil KiIyOOuKOBOM (DUIbTpalluu, OIHAKO
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cunapom MaHKOHU, KaK MPAaBUJIO, HE MOIBEPraeTcsi 00paTHOMY
pazButuio [28]. OpanbHast Tepanus IUCTEAMUHOM He TIPUBOIUT
K PaCTBOPEHUIO KPUCTAJJIOB B poroBulie. Dtoro adgdexra MOKHO
JIOCTUYB MTPUMEHEHHMEM COEePXKAIINX [IMCTeaAMHWH TJIa3HbIX Karlelb
(0,5%-Hblii pacTBOp — MMHUMYM 4 pa3za B eHb) [41].

LrcTtnHO3 B CTaiuKM TEPMUHAIBHON YPEMUU HE TIPEACTaBIIsIeT
Kako#-1mb0 CrielnaabHON TTpo0IeMBbl B IIaHE BBIOOpA criocoba
3aMelIeHUsT (PYHKIMKM TToYek. B 3Tux o0cTosITeIbCTBaX MpUMe-
HSIIOTCSI U TEMOJIMAIN3, U TIEPUTOHEATbHBIM AMATN3, HO METOIOM
BBIOOPA, KaK Y MTPU IPYTUX BapUaHTaX KOHEYHOM CTaauu 601e3HU
MOoYeK B JETCKOM BO3pacTe, SIBJISIETCS TPAHCIUIAHTALIMSI TTOYKU
[40]. B TpaHcIlaHTaTe HMKOTIA HE PELMIUBUPYET CUHIPOM
DaHKOHMU, a BBISIBJICHUE KPUCTAJJIOB LIUCTUHA B TOYEYHON TKAHU
00OBSICHSIETCS X 3aHOCOM JIGMKOLIUTaMU U MakpodaraMu Xo3sinHa
[1]. PomcTBeHHUKHM TIalIMEHTA, SIBJISIIOIIMECS] T€TEPO3UTOTHBIMU
HOCHTEJISIMU [IUCTUHO3a, MOTYT OBITh TOHOPAMH TIOYKH, T. K. 3TO
3a00JieBaHME Y HUX HUKOTA HE Pa3BUBAETCS.

JleyeHue LMCTEAMMHOM IOC/IE TPAHCILIAHTALIMKM TIOYKU TPO-
JIOJIXKAETCsI 111 BO3IEUCTBUSI HA 9KCTpapeHalbHbIe MPOSIBICHUS
LIMCTUHO3a.

COBCTBEHHbIE HABIMIOOEHUSA

B HacTostiee Bpems 1uarHo3 HeporaTu4eckoro MUCTUHO3a B
Poccuu moaTBepskiaeH y 8 maiieHToB B Bo3pacte oT 1,5 10 26 Jer.
YeTbipeM M3 HUX IMArHO3 ObLI YCTAHOBJIEH B PaHHEM JETCKOM
BO3pacTe Ha OCHOBaHUM coueTaHust cMHApoMa DaHKOHY U XapaK-
TEPHBIX TaHHBIX O(PTATEMOJIOTUYECKOTO UCCIIeIOBAaHUS. Y OMHOTO
pebGeHKa ri1a3Hble U3MEHEHMSI He BBISIBICHBI U AIMAarHO3 LIMCTUHO3a
MOATBEPXKICH MOJEKYJISIPHO-TEHETUYECKUM MCCIIeTOBAaHUEM.
B nByX ceMbsix UMEUCh YKa3aHUsI Ha TMOeb TIPEAbLIYIINX AeTei
B paHHEM BO3pacTe MPU CUMIITOMAX, CXOIHBIX C UMEIOIITUMMUCS Y
neTeit, HabJIIo1aeMbIX HaMU.

'V onHoro pebeHka 3a0oJieBaHue MPOSIBSIIOCH TPOTEUHYPUEH 10
2 1 B cyTKu. B Bo3pacre 2 et Oblj1a BBIITOJHEHA HEDPOOUOTICHS,
TnokazaBiasi hoKaJIbHO-CETMEHTapHBIN TJIOMepPYI0CKIIepo3. Beut
Ha3HayeH dHaJIallpuJl, OJHAKO peOEHOK aKTUBHO He Habtonancs
M ToNaJ B Hallle ToJie 3peHusI JUIlb B Bo3pacTe 12 JieT ¢ KapTu-
HoI TepMuHanbHOU cTtaguu XITH. B To ke Bpems oOHapy>KeHBI
XapaKTepHbIE OTJIOXEHMSI UTOJIbYATHIX KPUCTAIJIOB B POTOBUIIE,
MOATBEPAUBIIME LUCTUHO3. bbula BbIMOIHEHA TpaHCIUIAHTALIMS
MOYKM OT XXMBOTO POJICTBEHHOTO AoHOpa. Ha nporskeHuu 3 et
(byHKILIMSI TpaHCTUIAaHTaTa XOpolasi. Y OIHOM MallMeHTKU IMarHo3
LIMCTUHO3a ObUT yCTAaHOBJICH JIUIIb B Bo3pacTe 23 jieT — yepe3 7 JieT
ToCJie TPaHCIUTAHTAIIMY TTIOYKH, HA OCHOBAaHHMU CHeM(pPUIeCcKOro
TSIKEJIOTO KePaTOKOHBIOHKTUBUTA M aHAMHECTUYECKUX YKa3aHU I
Ha “TyOyJonaThio” KakK MepBUYHOE 3a001eBaHNE TTOUEK.

YV 7 neteii nnarHo3 ObLT MTOATBEPXKICH MOJIEKY/ISIPHO-TEHETUYe~
CKHMM MCCJICIOBaHUEM, B OOJIBIIMHCTBE CJIy9aeB OOHAPYKUBIITUM
NieJIelluy B FeHe LUCTUHO3MHA, PeXe — MMUCCEHC U CIUIaCUHT-
MyTaluu.

Jluuis y Tpoux neteid, y KOTOPBIX JMAarHO3 IUCTMHO3a ObLI
YCTaHOBJIEH B BO3PACTe JIO JIBYX JIET, OMHOBPEMEHHO OBLIO HAYaTO
nevenue LlucraroHom®, Ha hoHe KOTOPOTo YMEHBIINIACH Oy PHSL.
TosbKO y HUX Ha MPOTSKEHUM 2—3 JIET K HACTOSIIIIEMY MOMEHTY
0CTaeTCsl COXpaHHOM CKOPOCTh KiTy00uKkoBoii hmibTparmu (CK®D).
VY ocraBHIMXCS TPOMX JeTell HAOIIOIAeTCsl MPOTPEeCCUpYoIIee
nagenne CK® no 23—55 mu/mun/1,73 m2. TlporpeccupoBaHue
JOCTUTHYTO TOJIbKO B YMEHBILICHUHN BHIPAKEHHOCTH META0OIMIECKUX
M3MEHEHUH, CBSI3aHHBIX ¢ CUHAPOMOM DaHKOHU 1 paxuTa. JlaHHbIi
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(akT corjacyercsl ¢ OOLIENPUHSITON TOYKON 3peHUsI O TOM, YTO
OTCPOYMTH pa3BuThe TepMUHaIbHOU XTTH mpu iucTHHO3e MOXHO
TOJIbKO PAaHHUM HayaJoOM IaTOreHeTUYecKoi Tepanuu [41].

K coxanenuio, uz-3a orcyrcTBust perucrpauuu Llncrarona® B
Poccuiickoit denepaniv 1 HeperyJasipHOro CHaOXEHMSI Mpera-
paToM 3(hhHeKTUBHOCTD JieueHUsI HerocTaTrouHa. HemoctaTouHoit
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