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BBenenue

[{ucTHO3 — peaKoe ayTOCOMHO- peLecCUBHOE 3a00JIeBaHNe, TPUIMHON KOTOPOTO
apisieTca MmyTauusa B rene CTNS, KogupyroneM JIn30COMalbHbIN MEPEeHOCYMK HUCTHHA.
IIpy orom 3a00n€BaHMM B  PA3NIMYHBIX OpraHax M TKaHAX MPOUCXOJUT
BHYTPHJIN30COMAJIbHOE HAKOIUIEHUE HUCTUHA U OTJIOKEHUE €ro KpucTauioB. OnucaHbl
TPU KIMHHYECKUX (OPMBI OOJE3HH, PA3NTHYAIOIIMECS 10 TSHKECTH M BPEMEHM Haudaja
KIMHUYecKorn wMaHudectanmu. Hawmbonee Ttspkénas kimaccuyeckas WH(aHTUIbHAS
Hepponaruueckas ¢opma muctuHo3a (OMIM 219800) Owuia BhepBble omucaHa B
Havasie aBaguatoro Beka Aberhalden, kak 3a0osieBaHue HEM30€XKHO MPUBOISAIIEE K
TEPMUHAIBHOW YypeMuUu B JeTckoM Bo3pacte. [loznHee ObuiM  OMyOJMKOBAaHbBI
HaOmoeHuss W 3a Oosiee JErkUMM ciydasmMu  Oone3nu. FOBeHunbHasg, uiu
npomexxytouHas ¢opma (OMIM 219900), Takke conmpoBOXKIAETCS MTOPAKEHUEM MTOYEK,
HO ¢ MaHHudecTanuen B MOJPOCTKOBOM Bo3pacte. B3pocnas, nin «100pokadyecTBEHHAs)
dopma nuctunoza (OMIM 219750) mposiBisieTcss TOpa)X€HUEM TJia3 C Pa3BUTHEM
doTtoobum 6e3 mpru3HAKOB BOBICUEHUS APYruX opraHoB. [Ipu s3Tom BapuanTe 60sie3HH
KpPUCTAJUIbl IUCTUHA OTKJIAJIBIBAIOTCS TOJIBKO B pOrosuile u kocTHoM mo3re. B CIIIA
HUCTUHO3 BeTpevaercs ¢ vactoroi 1: 200,000; B Espone 1: 179,000; roBeHunbHas u
B3pocias GopMbl OTMEUAIOTCS MEHEe ueM B 5% ciydaes.

Ora jekuus OyJeT MOCBAlleHAa HauOoJiee 4YacTOM M KIMHMYECKM  HauOoliee
3HaAUMMOM WH(AHTUIBLHON HedponaTuyeckoil Qopme 3aboneBanus. KiamHuueckue
OpOSBIICHUS] MPU ATOW  (OpMe LHUCTHHO3a TAKXKE HMEIOT ONPENeNEHHBIA auana3oH
TSAXKECTH, HO B CPEIHEM IpU OTCYTCTBUU cHEUU(DUUECKOW Tepanuu TepMUHAIbHAs
ypemusi pazBuBaercsi Kk 10 - jnetHemy Bo3pacty. B koHue 60-x rogoB B CBSI3U C
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pa3BUTHEM  TpAHCIUIAHTAlMM TMOYKU  MPOJOJDKUTEIBHOCTh  JKM3HM  TMAlIMEHTOB
3HAQYUTENBHO  yBenuuwiacb. OaHAKO, W TOCJIE IMOYEYHOM  TpaHCIUIAHTALUU
IPOJOJDKAETCS  OTJIOXKEHUE KPUCTALUIOB LUCTUHA B DKCTPApPEHAIBHBIX OpraHax,
BKJIFOYAs! MBILLIbI, FOJJOBHON MO3T, KOCTHBIM MO3T, IIEYEHb, CEJIE3EHKY, TUMPATHIECKHUE
y3J1bl, POTOBHIlY, KOHBIOKTHUBY, IIUTOBUIHYIO JKEJIE3Y, NOKEIY IOUHYIO XKEJe3y, STMUKU
U KUIIEYHUK . B cBs3M ¢ 3TuM, mocie TpaHCIUIaHTaluM, 3a001€eBaHUE U3MEHSIET CBOIO
CyTh, NpEBpaIlasch W3 THKEION HEPpPOIOTHUECKON OO0JIE3HH B MYJIBTUCHUCTEMHYIO
NATOJIOTUI0 CO 3HAYMUTEJIBHBIM BOBJICUEHHUEM OJKCTPApE€HAJIBHBIX OpraHoB . 3a
HOCJIEIHAE JABA/LATh JIET ObUI JOCTUTHYT OOJBIION MpPOrpecc B JICUCHUH LIUCTUHO3A.
Hapsiny ¢ npexHeil, B OCHOBHOM CHMITOMAaTUYECKOM Tepamnueil, Obulo pa3paboTaHo
cnenuduueckoe JIeYEHUE, HaIIPaBJICHHOE Ha KOPPEKLIHIO OCHOBHOTO
NaTOTeHETUYECKOTO MexaHu3Ma. bbuio oOHapyXeHO, YTO HAJUTeNbHAs M yIOpHas
Tepanusl LHUCTEAMHHOM, JOHATOPOM CYJIb(DPrUIpUIBHBIX TPYII, BBI3BIBAET JECIUICLIHIO
LYCTUHA ¥ 3HAYUTEIBHO OTAAISIET MTOYEYHYI0 HEIOCTaTOYHOCTbD, YIIYUIIAET IMOKa3aTeln
pocta peOEHKa U NMPEJOTBPALLAET CEPhE3HBIEC MO3AHUE IKCTPAPEHATIbHBIE OCIOKHEHUS .
IIpumenenue Tepanuu UCTEaMUHOM " IIOYEYHOU TPaHCIUIAHTALIUA
TpaHc(OpMHUpOBaAJIO JIeTAIbHOE 3a00JIEBaHME B XPOHMUYECKOE CTpajiaHue, KOTOpoe
JUIMTEIIBHO MOINAETCST KOHTPOJIIO .

ITHOJIOTHSA U NTATOTeHe3.

I'en nuctunosza, CTNS, pacnosaraerca Ha xpomocoMe 17pl13 . CTNS coctouT u3
12 3K30HOB U KOJUPYET CUHTE3 HUCTUHO3MHA — HHTETPAIIBHOTO O€JKa JIN30COMaIbHOM
MeMOpaHbl, MpeAcTaBileHHOro 367 amuHokucioraMu. DyHKIHMEH [UCTUHO3MHA
SBJISICTCSL IEPEHOC IIUCTHHA M3 JIM30COMBbI B 1uToruiasMy . B CeBepHoil Amepuke U B
EBpornie moutu 75% Bcex MccleOBaHHBIX aieneid umeer aenenuio 57-kb u ato camas
yactasg mytauuss CTNS . beuio onucano okoyio 60 pyrux reHEeTHYEeCKUX MyTaluil .
[TanMeHThI ¢ KIIACCUYECKUM MH(AHTUIBHBIM LIUCTUHO30M MMEIOT JENELUH WU JIpyrue
MYTallK, TPUBOJAAILIME K MOJHOMY OTCYTCTBHIO LIMCTMHO3MHA, B TO BpeMs Kak OoJjiee
n€rkue ciayyau (F0BEHWIbHAs U B3pociiasg GOpMbl) OOBIYHO KOMIAYH]I T€T€PO3UTOTHBI U
UMEIOT Hapsdy ¢ TSDKEIOW MyTauuel (Halpumep, HOHCEHC) U Oosee JIETKYI0 MyTaluio
(Harpumep, MucceHC). Y OeCCUMIITOMHBIX T'€T€pPO3UIOTHBIX HOCUTENEH OTMedaercs
JBYKPaTHOE  CHIDKEHWE  AaKTUBHOCTM  LMCTHMHO3MHA. Ilpm  3TOM  ypoBeHB
BHYTPHKJIETOYHOTO UCTUHA OCTAETCS JIMIIb CJIErKa MOBBIICHHBIM . B 11€510M, TAXKECTh
KJIMHUYECKUX TMPOSIBICHUH OOJIE3HH, KaK MPaBUJIO, MUMEET MPSAMYI KOPPESLUI0 C
KOHIIEHTpaIel BHYTPWJIN30COMAJIBHOIO ILMCTHHA U OOpaTHYI KOPPEJALHI0 C
pe3uayanbHOl (PyHKIMEW NUCTUHO3MHA . TeM He MeHee, Helb3sl HCKIIOUUTh
BO3MOKHOTO MOAU(DHUIMPYIOMIETO BIUAHAA HAa (EHOTHUI IpYruX TE€HOB U
JKOJIOTUYECKUX BO3IEUCTBUM.

CaMbIM SIPKUM TPOSIBIICHUEM HApYILIEHUS JIM30COMAJIBHOIO TPAHCIOPTa LHUCTHUHA
ABJISIETCSl 00pa30BaHUE KPUCTAJUIOB, BCIEACTBHE IJIOXOM PacTBOPUMOCTH LIMCTHHA B
Boze. Kpucramibsl 0ObIYHO MMEIOT (POpMY IIECTUYTOJbHUKA WM MPSMOYTOJIHUKA, HO
MOTYT OBITh MIOJBYATHIMU W OOJAJAIOT CBOMCTBOM JIBOWHOI'O MPEJIOMJICHUS B
HOJIIPU3ALIMOHHOM CBeTe. MIHTEpecHO, YTO TSKECTh MOBPEKICHUSA TKAHEH HE BIIOJIHE
KOPpEIUPYET C paCIpOCTPAHEHHOCTHIO OTJIOKEHUsI KpUcTAIIoB. Hanpumep, B reyeHu u
TOHKOM KHIIEYHUKE OTMEYACTCs 3HAYNUTEIBbHOEC HHTPALECIUIIOISAPHOE OTJIOKEHUE
KPUCTAJUIOB LIMCTHUHA, HO 3TO PEIKO KIMHUYECKH NPOsBiseTcs. DTOT (PakT mo Bce
BEPOSATHOCTU OOBSCHICTCS 3HAYUTENIbHBIM (DYHKIHOHAJIBHBIM PE3EPBOM HEKOTOPBIX



OpraHoB Wju 00Jiee KOPOTKUM KJIETOYHBIM IHMKJIOM M OBICTPOM CMEHOM KJIETOYHOM
nomyjsiuuu. B HEKOTOpBIX KieTKax, Hanpumep (GuopobiacTax, KpUCTawlbl HUKOTJA HE
00pa3yroTCsl, HECMOTPsI Ha BBICOKOE COEpKaHUE BHYTPUKIETOYHOIO [IUCTHHA .

Kiaunuveckue nposiBjieHust

CumMnTOMBl LMCTHHO32 pa3BUBAIOTCS MOcTeneHHo. Kak mpaBuio, B mepBbie 3-6
MECSIIEB KU3HU KIMHUYECKHUE TPOSBICHUS O0Je3Hu oTcyTcTBYIOT. K 6-12 mecsmam
MOSIBJISIIOTCSA TaKue HECTIeM(PUIECKUE CUMIITOMBI KaK aHOPEKCHs, PBOTA, MOJUYpHs U
3anopbl. BO3MOKHO pa3BUTHE 3MHU30[0B JUXOPAJAKUW C MpPU3HAKAMU AETHApPATALIU.
CTaHOBHTCS 3aMETHON YMEHBIICHHE €KEMECSYHBIX MPHUOABOK B BECE.

[TopaxxeHne mnoyexk OOBIYHO MAaHU(ECTHUPYET KIMHHMKON cuHiapoMa (DaHkKoHM K
Bo3pacty | roma. B nmanpHeWmeM OTMEYaeTcss NIPOrpecCHpylomias —IMoTeps
JIOMEPYJISIpHON (DYHKIIMU U Pa3BUTHE XPOHUYECKOM MOUEUHOM HEIOCTATOYHOCTH B 7-
12 ner. B Hacrosiiee BpeMs LMUCTUHO3 CYUTAETCS CaMOW YacTo MNPUYUMHOMN
BPOXKJIEHHOTO cuUHApoMa MDaHKOHM B JETCKOM BoO3pacTe. Y MAalMeHTOB OTMEYAaeTCs
NOTEPST  KUAKOCTH UM DIIEKTPOJIUTOB, aMHHOALUAYPHUSl, HOPMOITIMKEMHYECKAs
TIIIOKO3ypHs, hocdaTypusi, TUIIEPKATBLUUAYPUS U TUIIEPXJIOpEMUYECKU anuao3. Juypes
MOKET OBITh CTOJIb 3HAYUTEJBHBIM, YTO Y HEKOTOPHIX OOJBHBIX Ha HAaYaJIbHOM JTare
IpearnoiaraeTcs Halluyue HecaxapHoro auadera. Y HEKOTOPHIX JETe 3HaYyuTeIbHas
SKCKpenus Kajbius U (HochaTroB MPUBOAUT K MEAYULIPHOMY HEDPOKAIBIMHOZY . Y
MHOTHX, XOTS M HE y BCEX, MAIMEHTOB Pa3BHBACTCS TUNOPOocPaTEMUIECKUN PaxUT C
BBICOKOHM JKCKperueit ¢ocdaroB, HOpMaIbHBIM YPOBHEM BUTaMHHA D, MOBBIIICHHEM
aKTUBHOCTH IeIouHON (ocdarasel, ¥ TaKUMH KIMHUYCCKUMHU TPOSBICHUSIMH Kak:
ocTeoMalALus, AeQopMaIiK KOCTe! U 3aepKKa (POpMUPOBAHUS MOTOPHBIX HaBBHIKOB
[Ipy pa3BUTHM TUNEPKATBIUYPUUECKON TMIOKAIbIIMEMUU BO3MOXXHO BO3HHKHOBEHHE
TeTaHud. [unoxkamuemusi, B psge ciaydaeB Hike 2,0 MAIKB/JI, MOXET MPUBOAUTH K
HApYIICHUSIM CEPACUYHOU MPOBOAUMOCTH. KapHUTHH Takke TepsieTcs MPU CUHAPOME
@DaHKOHU, YTO MOXET OBbITh NPUYMHON MblIeyHOM ciaboctu. Kpome Toro, mpu
cuaapomMe DaHKOHU BO3HUKAET TYOYJsipHAs MPOTEUHYPHUSI C MOTepel OelIKOB TaKHX,
KaK: allbOyMUH, 3, — MUKPOTJI00YIMH, JTU301IUM, OCJIOK - IEPEHOCUUK PETUHOIIA, OETIOK-
[IEPEHOCYUK BUTaMUHA J[ 1 MHOTMX ApYrux. Y OTAENBHBIX IIPEAJNAIU3HbIX TalUEHTOB
pa3BuBaeTcsi mporeunypusi Hedporuueckoro ypoBus. B CeBepnoit Amepuke u EBporie
IIUCTUHO3 COCTaBJISET NPUOTU3UTENbHO 5% Ciy4aeB XPOHUYECKOW TIMOYCUHON
Hegocrarounoctn 'y gneredd. Ilo mamubim The European Dialysis and Transplant
Association Registry cpeanuil Bo3pacT JAeTedl C LUCTHHO30M, HYXKIAIOIIMXCS B
3aMECTUTENIbHOW Tepanuu, cocTaBisger 9,5 ner, ¢ koiebanusmu ot 1 mo 20 ner.
CkopocTh pa3BUTHSI TEPMUHAIIBHOW YPEMUU BapbUPYET Cpeiu OOJIbHBIX IIMCTUHO30M;
y HEKOTOPBIX MAIMEHTOB JIOCTUTAETCS IJIATO, B TO BpeMsl KaK y APYTUX MouyeyHas
(GyHKUMSA 04eHb OBICTPO CHUKAETCA. [ MCTOMATONIOrMYeCKU P LIMCTUHO3€E Pa3BUBAETCS
aTpodust KJIETOK MPOKCUMAJIbHBIX KaHAJIbLIEB ¢ UX AedopMalMel 1o TUIly «i1eOeInHon
men». OueHb XapaKTepHO TMOBPEXKACHHE MOJOLUMTOB, KOTOPbIE MPUOOPETAIOT BUJ
MHOTOSIIEPHBIX TUTAaHTCKUX KJIETOK. B mogomurax M HMHTEPCTUIMANIBHBIX KJIETKaXxX
OTMEYAETCS OTJIOKEHUE KPUCTAIIIIOB LIUCTHHA.

VY nerell ¢ LMCTMHO30M OTMEYAETCsS BBIPAKEHHAS 3aJIEpKKA POCTa BCIEIACTBHE
anuio03a, METa0OMMYEeCKOM O00Jie3HHM KOCTH, THUNOPOoCcPaTEeMUYECKOTO paxuTa U
runotupeos3a. Ilpu ecTecTBEHHOM TEUYEHHWH HE JIEYEHOIO LHMCTUHO3a Yy MHOIHUX



MAIMEHTOB K BO3PacTy | rog pocT HE MPEBBIMIAECT 3 MEPLEHTUISI, TPUUEM OTCTABAHUE B
pocte Oojee 3HAUUTENbHOE, YeM Yy JeTed C XPOHUYECKOM  IMOYeYHOU
HEJIOCTAaTOYHOCTBIO, BBI3BAHHOW JPYIrMMHM NpUYUMHAMHU. JledueHue TrOpMOHOM pOCTa
IpaMaTUYECKU YBEJIIMYMBACT JIMHEWHBIM POCT M 3HAYUTEIBHO YJIYyYIIAeT POCTOBBIC
nokasareid B mpenyOepTaTHOM Bo3pacte. [ MIOTUPEO3 YacTo pa3BUBAETCA IPU
LHACTUHO3E€ W SBISETCA OJHOW M3 NPUYMH 3aJE€pKKUM pocra. ['ucronmornuecku B
IMIUTOBHUIHON JKeJie3€ BBISIBISIOTCA OYard JCCTPYKIUM W HMHPWIBTPALUS SIUATETUS
KpHUCTAJUIaMU [IUCTHUHA.

PanHuMM ¥ NAaTOTHOMOHWYHBIMHM  NPOSIBIICHUSIMHU  SIBJISIFOTCA  OTJIOKEHUS
KPHUCTAJUIOB B POTOBUIIE M KOHBIOKTHBE. KOpHEaIbHbIE KPUCTAJUIBI IMOYTH BCErIa
MMEIOTCSI K BO3pAcTy 16 MECSILEB U BBISABISIIOTCS MPU OCMOTPE ¢ MOMOUIBIO IIEIEBOM
JIaMIIbl B BUJIE UTOJIBYATHIX, ONAJIECHUPYIOIIMX IOMYTHEHU. B nepByro ouepenb B 3TOT
MPOLECC BOBJIEKAETCS 3MUTENU poroBuilbl. Ha BTOpoO#l nekane >KU3HU pPa3BUBACTCS
dboTodoOusi W BO3MONKHO BO3HUKHOBEHHE TSDKEION KepaTomaTud C HapylIeHUEM
3peHusd. MlHOrna KpucTamibsl OTKIAAbIBAIOTCS U B IEPEAHENH KaMepe Iia3a, paayKHOU
000JI04YKe, IUITUAPHOM TeJle, COCYIMCTON 000JI0UYKe, HA IJIa3HOM JHE U B 3pUTEIHLHOM
HepBe. B HEKOTOpBIX CilydasXx pa3sBUTHUE IUTMEHTHOW PETUHONATUU IPEALIECTBYET
IIOSIBJICHUIO KOPHEAJIbHBIX KPUCTAJIOB.

[{uCcTMHO3 MOpa)kaeT MHOTUE KEJNE3bl B CBSI3M, C YEM Yy IMALMEHTOB HApYIIAIOTCS
MIOTOOTAEJIEHNE, NPOAYKLUHS CIEZHOM IKUJIKOCTH, CaJIUBALMsA, YTO JEJIAeT UX
CKJIOHHBIMH K Pa3BUTHUIO TUIEPTEPMHUH, CYXOCTH TIja3, PBOTE. Y OOJBHBIX MOMKET
OTMEUYaTbCs aHEeMHs, OOYyCIIOBJIEHHAs TMPEXKAEC BCETO YMCHBIICHHEM pPEHAITBLHON
MPOAYKIMHU 3PUTPOIIOITHHA MPHU MOYEYHOM HEAOCTATOYHOCTH M, B MEHBIIECH CTENEHHU,
OTJIO)KEHUEM KPUCTAJUIOB IUCTUHA B KOCTHOM MO3T€.

JAmnarnocruka

PanHsist Bepudukauus auarfo3a M CBOEBPEMEHHOE Hayauo creuupuueckon
Tepanuy UUCTEaAMUHOM HMMEET peliarolee 3HaueHue IJsl CyAbObl JIeTeH, CTpajarolmnx
IUMCTUHO30M. /[MarHo3 LMCTUHO3a MOATBEPKIAAETCA ONPEAECICHUEM BBICOKOTO YPOBHS
UCTUHA B rpaHyjonurax . s BepuduKanuu HUCTUHO3a CUYUTACTCS JOCTATOUYHBIM
BBISIBIICHUE KPUCTAJJIOB B POrOBULE y IMAalUMEHTa C CUHIApOMOM PaHKOHM, TaK Kak
1n0/100HbIE KPUCTAJUIBI HE OOHAPYKUBAIOTCS MPU APYTUX MPUUYMHAX 3TOTO CHHIPOMA Y
JeTed, TaKUX KakK: TUPO3MHEMMS, TAJAKTO3EMHSA, I'€NaTOPEHAIbHBIM TJIMKOTE€HO3,
6onesnp Jlenra, cungpom Jloy uw T.a. C 1pyroil CTOpPOHBI, OTCYTCTBUE
KPUCTAJUIMYECKOW KEpaTONaTUX HE I03BOJSET HCKIIOYUTH LUCTHHO3, OCOOEHHO Yy
MiazneHneB. B mpouuiom st Bepudukanuu nuarHosa mpuMEHsUIach TUArHOCTHYECKast
OMOMCHUS PA3IMYHBIX OPTAHOB, BKIIIOYasi KOCTHBIN MO3T, KOHBIOKTUBY U NOYKH . OAHAKO
B HACTOsIIIEE BpeMs OOIICTIPU3HAHO, YTO IS BEPU(PHUKAIUN TUATHO3a 3TH UHBA3UBHBIC
IpOLEYpPhI HE SABIAIOTCS HEOOXOAUMBIMU. PaHHUI AMAarHo3 MOXKET ObITh YCTAaHOBJIEH U
C NOMOIIBIO TEHETUYECKOro uccienoBanus. [Ipy Hanuuum B cembe XOTA Obl OJIHOTO
pebEHKa ¢ LMCTHMHO30M, MPU KaXIOH cieayroleid OepeMEeHHOCTH PEKOMEHAYEeTCs
npeHaTajibHas JUarHoCcThKa OO0JIE3HHW C IOMOIIbI0 H3MEPEHHUs YPOBHS CBOOOHOTO
UUMCTUHA B KYJbTYpPE AMHUOLMTOB WJIM KIJIETKaX BOPCHH XOPHOHA, WIM C IMOMOIIbIO
TE€HETUYECKOr0 UCCIIEAOBAHUS.



Jleuenne

JleyeHue NUCTUHO3a COCTOUT U3 CUMIITOMATUYECKON U CrielM(pUYECKON Teparnuu.
CumnroMathyeckas Teparus HalpaBjieHa Ha KOPPEKIHIO TyOYJISIPHBIX MOTEPD .

Booa. Tlpuém Boabl JOJKEH COOTBETCTBOBATH JUYpPE3y M  KOPPUTHPYETCS MIpH
BO3pacTaHUU IKCTPApEeHANIbHBIX MOTEPh (3KapKas Morojia, JIMXopajaka u T.1.).
Kucnomuo-wenounoe pasnosecue.

bukapbonat HaTpus M Kauus , KOTOpPbHIE Jydlle IUTpaTa MEPEeHOCSTCS MalueHTaMH,
JOJKHBI HA3HA4aTbCs B KOJWYECTBE JOCTATOYHOM IS TOJJEPKaHUS OOIIeTro
OukapboHaTa CHIBOPOTKM Ha ypoBHe 21-24 mmonb\n. MHorma mist atoro TpeOyercs
Oombioe konudecTBo Oydepa — 6omee 10-15 MMOIB\KT B CYyTKH.

Hampuu.

[Totepu HaTpust OOBIYHO YHAETCS KOMIICHCHPOBATH OJHOBPEMEHHO C KOPpPEKIUen
KHUCIIOTHO-OCHOBHOTO OajaHca.

Kanuai.

Jlns moaziepKaHusi KOHLEHTPAIIMM CHIBOPOTOYHOTO KaJIUsl BBIIIE 3 MMOJIB\JI HEPEIKO
TpeOyeTcsi MpUMEHEHUE PenapaToB Kajiusg B CyTOUHOM A03€ 4-10 MMOJIB\KT.

Docgop.

I'unodocdaremus noimkHa ne4UThCS Ha3HaueHHEM (ochaToB Kaldus U HATPUS B J103€
0,3-1 rpamm B JneHb. llenapto sBIAETCS JOCTHXKEHHE KOHIGHTpanuu ¢ocdaron
ceIBOpOTKH 1,0-1,2 MMOJIB\IL.

Bumamun JJ.

Tak Kak akKTUBHOCTb TYyOYJsIpHOW lo- THAPOKCHIA3bl 3HAYUTENIBHO CHUXKACTCA MPU
IIICTHHO3E, BO3HUKACT HEOOXOAMMOCTh B HazHaueHuHu lo wmm la -25- (OH), D5 (0,10-
0,50 pg B gens). IlpumeHeHue 3THX MpenapaToB KOHTPOJIUPYETCS MOHUTOPHHIOM
YPOBHSI KQJIbIUSI CIBOPOTKHU.

Kapnumun.

Kapuutun B cytounoil go3e 50 Mr\kr B yeThlpe npuémMa HazHayaeTcs sl KOPPEKIUU
NOTEPh KapHUTHUHA.

Bce Bbllle yKa3aHHbIE CAIUIEMEHTHl JIOJDKHBI IPUMEHSATBCS  PETYISPHO,
xenarenbHo 3-4 pa3a B JIeHb, ISl TOTO, YTOOBI BO3MEIATh MEPMAHEHTHbBIE MOTEPH .
[ToTepu BOIBI, KAl W HATPHUS MOTYT OBITh 3HAYMTEILHO YMEHbIIIEHbl Ha3HAaYECHUEM
WHJIOMETallMHa B CyTOYHOHM p03e 1,5-2 mr\kr B 1Ba mnpuéma. DTOT mpenepar
IPUMEHSIETCS TIPU HEJT0CTATOYHON A((PEKTUBHOCTH cUMIITOMATH4YeCKO Teparuu. [Ipu
Pa3BUTHH CHIDKEHUS KITyOOUKOBOM (PHIIbTpAIIMK MHIOMETAIIMH JODKEH OBITh OTMEHEH.
B a1y craguio Oone3HM yMEHBINAIOTCS W TYOyJSpHBIE TOTEPH, B CBSI3W C UYeM
CaIlJIEMEHTHI JIEKTPOIUTOB U MUHEPATIOB MTOCTEIIEHHO OTMEHSIIOTCS .

Hucteamun (HS-CH2-NH2) - equHCTBEHHOE BEIIECTBO, JOKa3aBIlee in vitro u in
Vvivo CcBOIO 3(Q(hEKTHBHOCTh B KayeCTBE CYIPECCOpPa OTIOXKCHHS ITUCTUHA BHYTPHU
au3ocoM. llucreamMuH TpOHHMKAEeT B JM30COMY, TJ/I€ pacUISIUIseT IUCTUH Ha JIBE
MOJIEKYJIbI LIUCTEMHA U 3aTE€M COCIIUHSIETCS C OJJHON M3 HUX C IOMOIIBIO TUCYIb(OUIHOM
cBsi3u . OOpa3yromuecs: Ipu 3TOM HUCTEUH- IIUCTEAMUHOBBIN KOMILUIEKC U ITUCTEUH HE
HYKJIAIOTCS JIJIsl BbIXOJ[a M3 JIM30COMBI B IUCTUHO3WHE. JMCynbhuaHOe coequHeHue,
SBJISIFOLLEECS AHAJIIOIOM JIM3MHA, MEPEHOCHUTCS uepe3 Ju3uHOBBIM nopT. B CeBepHoii
Awmepuke u EBpore mucreamMuH NmpoU3BOAMTCS B BHJE OUTapTpara — KOMMEpPUYECKOE
Ha3Banue npenapara [{ucraron (Cystagon®). JleueHne OOJKHO HAYMHATHCS Cpasy
nocjie TMOATBEpKIAEHUs nuarHo3a. Jlo3a mocrerneHHO B TeueHwe 6-8 Henelb



yBenmumBaercst ot 0.2 1o 1.3 rpamma/ M” B eHb . MakcumanbHast 103a 1.95 rpamma/m’
B JeHb . L{ucTeamMuH XopoIio BcachlBaeTcCs, €ro MaKCUMalIbHbIA 3(P(EKT pa3BUBaeTCs
yepe3 1-2 yaca m anutcs He Oosiee 6 yacoB . [loaromy cyTouHas j03a JOJKHA
Ha3HAyaTbCsid B 4YeThlpe mnpuémMa. Tak Kak OTBET Ha Tepanuio BapuaOelbHbIN,
3¢ ()EeKTUBHOCT M JOCTATOYHOCTH 03Bl IMperapaTa KOHTPOIUPYETCS ONpe/ieTICHUEM
KOHIICHTPALIMU LIUCTUHA B rpaHyiouuTtax. LleaeBbiM 3HaueHHeM yepe3 6 4acoB MoOcCIie
npuéMa ouepeHON T03bI Iperapara BIIeTCS KOHIIEHTpalys He Bbiie 1 HoHamoub 1/2
[IUCTUHA HAa MWLIMTpaMM Oenka . CBOEBpeMEHHas Tepamnus IUCTEaMHUHOM JoKa3ala
cBOI0 A((PEKTUBHOCT, B IUIAaHE 3aMENJICHUS CHWIKEHUS TIOYEUHBIX (YHKIUH U
YIIYUIIEHHs pOCTa y J€Tel ¢ HUCTUHO30M B JOJMAIU3HYIO cTaauto . Jlaxke npu no3aHeM
Hayaje Tepamud BO3MOXHO YIydIICHHE I[OKa3zaTene KiIyOOoukoBOW (UIbTpaIuH,
onHako cuHApoMm (DaHKOHHW, KaK MPaBUIIO, HE MOABEPraeTcss OOpPaTHOMY Pa3BHUTHIO .
OpasibHasi Tepanusi LUCTEAMUHOM HE MPUBOJUT K PACTBOPEHUIO KPHUCTAIIOB B
poroBuiie. IToro 3dexra MOKHO JOCTHYb NMPUMEHEHHEM COAEpKalUIUX LUCTEaMUH
ria3HeIx Kanenb (0,55% p-p — MUHMUMYM 4 pas3a B ACHb).

[MuctvHO3 B CTauM TEPMUHAJIBLHOM YpPEMUU HE TMPEACTABISIET KaKol JuOo
crienuaibHOM MpobieMbl B IlaHe BbIOOpa criocoba 3amenieHus: GyHKIUU novek. B atux
00CTOSITENIHCTBAX NPUMEHSIOTCS M TeMOJUaIN3, U aMOyJIaTOpHBIA MEePUTOHEATbHBIN
a3, HO METOJIOM BBIOOpA, KaK U MPHU JIPYTUX BapuaHTaX KOHEYHOU cTauu OOJIE3HU
MOYEK B JIETCKOM BO3pacTe, SIBJIAETCS TPAHCIUIAHTAlMs MOYKUA. B TpaHCIIaHTaHTe
HUKOIJ]a HE peUuANBUPYET cUHAPOM DaHKOHM, a BBIABICHUE KPUCTAIJIOB I[UCTUHA B
[IOYEYHON TKaHU OOBSACHAETCA MX 3aHOCOM JIEMKOLMTAMHM M MakpodaramMy Xo3siMHa .
PoncTBeHHUKM manueHTa, SBISIIONIMECS TE€TEPO3UTOTHBIMU HOCUTENSIMHU I[MCTHUHO3A,
MOTYT OBITH JOHOpAMHM IIOYKH, TaK Kak 3TO 3a00JieBaHHE Yy HUX HHUKOrJa HE
pa3BUBAETCH.

Hcnonb3oBaHue TpaHCIUIAHTALMM TOYEK IMpPU LUCTUHO3€ M 3HAYUTEIbHOE
YBEIMYECHHUE MPOAOHKUTEIIBHOCTH MU3HU OOJIbHBIX CHENAJ0 aKTyaJlbHbIM BOIIPOC O
JUArHOCTUKE W JICYCHUM MO3JHUX HKCTPAPEHAbHBIX OCJIO0XHEHUI 3TOW OOJE3HH.
Coxpansitonieecsi B MOCTTPAHCIUIAHTAIIMOHHOM TIEPUOJIE Pa3BUTHE CHEHU(PUIECKOTO
MaTOJIOTMYECKOro Mpollecca B Pa3MYHBIX OpraHax M TKaHAX (HMCKIIOYasl MOYEUHbIN
TPAHCIUIAHTAHT) JIeJaeT HEOoOXOAMMBIM MNPOAOKEHUE Tepanuu uucreaMuHoMm. [lpu
BO3HMKHOBEHUU CaxapHOro JuabeTa, THUNOTHPE03a, MYXKCKOrO0 THIOTOHAAU3Ma
TpeOyeTcsi 3aMEeCTUTENIbHAS Tepamnusi COOTBETCTBEHHO HHCYJIWHOM, L- TUPOKCHHOM U
TecTOoCTepoHOM. HeKoTopbple NalmUEeHThl HYXAAOTCS B 3aMECTUTEIbHOW Teparuu
(depMeHTaMu K3-3a HEAOCTATOYHOCTH SK30KPUHHON (DYHKIIUHU MOIKEITYAOYHON JKEIe3bl

IIpy pa3BuTUM  apTepuUanbHOW  THUNEPTEH3UU TpeOyeTcss  Ha3HAYCHMS
AHTUTUIEPTEH3UBHBIX MpenapaToB. [IpumMeHeHme ropMoHa pocTa NOKa3aHO Yy
MAalMEHTOB HE JOCTUIIIMX JBAJALATHIETHErO0 Bo3pacTa. Y MHOTMX OOJBHBIX
HEOOXO/IMMO HCIOJIb30BAaHUE HMHTHUOUTOPOB MPOTOHOBOM MOMIIBI JJI OOJIErYeHUs
nuckomMdopTa, CBS3aHHOTO Kak ¢ caMuM 3a00JeBaHMEM, TaK U C MOOOYHBIMU
JNEUCTBUAMU JUINTEIIBHON TEPANTUU IUCTEAMUHOM.



