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HE®POYPOJIOIns

IIpuBoasTCS AaHHDbIE 0 MPUYMHAX U MATOTEHETHYECKUX 3BEHbAX PA3BUTHS KOPKOBOTO M MeAY/UISIpHOTO HedpokambnuHo3a. [pen-
CTaBJIeHbl Han0oJIee YacTO BCTPEYAIOINMECs B KIMHUYECKO# MPAKTHKE HACJIEACTBEHHbIE H NPUOOPETEHHbIE COCTOSIHMS, CONPOBOXK-
namomyecs pa3BuTueM HepokajabuuHo3a. [loka3ana He00X0MMOCTh PAHHETO BBISIBJICHNS U HA3HAYEHHUS a/IeKBATHOI Tepanuu, 410

NPENSTCTBYET MPOrPeCCHPYIOIIEMY CHIZKEHHIO TOYEYHBIX (DyHKIMIA.

Karouesvie crosa: demu, kKopkosblil U MeOYANSAPHBLI HEPPOKANbYUUHO3, OUACHOCIMUKA, AeYeHUe.

This paper gives data on the causes and pathogenetic links in the development of cortical and medullary nephrocalcinosis. The most
common clinical inherited and acquired conditions that accompany the development of nephrocalcinosis are described. It is shown
that there is a need for early detection and adequate therapy, which prevents a progressive decrease in renal functions.
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HqupOKanbunHm, BXOISIIIAN B CUMITTOMOKOMILIEKC
TreTepOTreHHOM TIpyMnIbl 3a00JIeBaHUI, SIBJISIETCSI Of-
HOI U3 aKTyaJbHBIX MPOOJEM KaK BO B3POCJIOil TPaKTHU-
Ke, TaK U B TIPaKTUKE MeIUaTpoB M JIETCKUX HedpoJo-
roB. MeXIyHapOIHBIX TOCTOBEPHBIX JAHHBIX O YacTOTe
U pacrpoCTpaHEHHOCTU He(POKAaJIbIIMHO3a B HACTOSIIIIEE
BpeMsi He nMeetcs. OTHaKO OTMeYaeTCsl yBeJIMYeHe Jac-
TOTbI BCTPEYAEMOCTH JAHHOM MAaTOJIOTUM, YTO, BO3MOXHO,
CBSI3aHO C IIMPOKUM BHEAPEHUEM B JMArHOCTUKY Oosiee
YYBCTBUTEJIbHBIX, HCMHBA3MBHBIX METOJIOB BU3yaJIU3allH.
Borpoc o 1ojirocpouHbIX MPOrHO3aXx VISl IeTel, Y KOTOPhIX
BBISIBJISIETCST HE(DPOKATIBLIMHO3, HE3aBUCUMO OT IIEPBOMPU-
YUHBI pa3BUTHSI JAHHOTO COCTOSIHUSI, CTOUT OY€Hb OCTPO,
TaK KaK camMa IaToyioruyeckasi KaabluhuKaius BHOCUT
OTrPOMHBII BKJIaJl B IPOrPECCUPYIOLIIEEe YXYAIIEHHUE TToUed-
HbIX QYHKIMEA. YTiIyOJIeHHOE TOHMMaHKe MaTOreHeTUYeC-
KHUX MEXaHMW3MOB pa3BUTUSI HEDPOKaIbIIMHO3a TTPUBEACT
K pa3paboTKe HOBBIX, TATOreHETUYECKM OOOCHOBAaHHBIX 1
6oJiee 3(h(heKTUBHBIX METOIOB JICUCHUSI.

dtnonorma

HedpoxkanbuinHos (rpey. nephros nmouka + Kajibllu-
HO3) — nuddy3HOEe OTI0XKEHUE COJIel Kajblius B WUH-
TEPCTUIINN, KITyOOUKaxX M CTEHKaX MOYEYHBIX apTepPHO,
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COIPOBOXAAIOIIEECsS] BOCMATUTEbHO-CKIEPOTUYECKUMU
U3MCHCHUSIMM W TIOYEYHON HEIOCTaTOYHOCTHIO. Briep-
BBIC JAHHOE COCTOsTHUE ObLTO onrcaHo P. BupxoBbIM Kak
«KaJIbLINEBbIE METACTa3bl»,  TEPMUH «HE(DPOKATBLIMHO3»
BBesau E Albright u coast. B 1934 . npu onvcaHuu oTJi0-
SKEHUS COJIeH KaJIBILIMS B TTAPEHXMME ITOYeK ITPH TUTIepIia-
patupeouaure [1].

HedpokanblinHO3 MOXHO pa3ae/iuTh Ha KOPKOBBIA,
KOTOPBIN Yallle BCETO SIBJISICTCS KJIACCUISCKUM HCXOIOM
OCTPOTO TYOYJISIPHOTO HEKPO3a, U MEAYJISIPHBINA, KOTOPBIA
MOXET OBITh ITPOIOJDKEHUEM KOPKOBOTO He(DPOKATBITUHO-
3a, HO IMPEUMYIIIECTBEHHO PAa3BUBACTCST CAMOCTOSITEIIEHO 1
00yCJIOBJIEH PSIIOM METaboIMYECKUX PaCCTPOUCTB [2].

KopkoBbIif He(hpOKaIBIIMHO3 BCTPEYaeTCs peXke U OX-
BaTbIBAET BCIO MOYEUYHYIO MapeHXuMy. OH CBSI3aH C CephE3-
HBIMU nedeKkTaMi 0OMeHa BEIeCTB, HApuMep, ¢ TAKUM
KaK TIepBUYHAST TUTICPOKCATYPYS, VI SIBJISIETCS] KOHEY-
HBIM 3TaIlOM XPOHUYECKOH ITOYEeYHOI HETOCTaTOYHOCTH.

[MpramHO# pa3BUTHST KOPKOBOTO He(DPOKATBIIMHO32
CITyXaT CJIeAyIoIre COCTOSTHUS [3—6]:

— OCTPBIi KOPTUKOHEKPO3, MPUINHAMU KOTOPOTO

MOTYT OBITh OCTPO€ 00€3BOXMBAHME, ILIOK pa3Iny-
HOTO TeHe3a, TeKTUIecKas TMxopanaka, IepeinBa-
HME KPOBH, CETICUC, OTPABJICHHUE COISIMU TSKEJTbIX
METaJUIOB, YKYC 3MEH, TeMOJIUTUKO-YPEMUIECKUI
CUHIPOM;

— XPOHUWYECKUN TIIOMEpPYIOHEMPUT;

— okcanos I u Il Tumnos;

— CHUHIPOM AJIbIIOPTA;

— nuenoHebputr y BUY-undunmupoBaHHbIX 00J1b-

HBIX;
— XPOHUWYECKUI MIETOHE(DPUT;
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— ayTOCOMHO-PELIECCUBHAS MOJUKKUCTO3HAs1 00JIE3Hb;

— TY3bIPHO-MOYETOYHUKOBBII pedItoKC;

— XPOHMYECKOE OTTOPXKEHUE TPaHCIJIaHTaTa;

— CeproOBUIHO-KJIETOYHASI aHEMUSI;

— HEIOCTaTOYHOCTb MUPUTOKCUHA.

HenocrarouHocTh MUpPUIOKCHMHA — OYEHb pelKasi
MpUYMHA KOPKOBOTO HedpokanibliMHo3a. OHA MPUBOAUT
K nepuunty ButaMuH B -3aBUCMMBIX (DEPMEHTOB, yJacT-
BYIOIIMX B META00JM3Me KCAHTUHA U OKCAJIaTOB.

MenynnsipHblii HepOKalbIIMHO3 BCTpEYaeTcsl 3Ha-
YUTEJBHO Yalle KOpKoBoro. OH xapakTepusyeTcs OTJIo-
JKEHMEM COJIedl KalblUsl TPEeUMYIIECTBEHHO B 00JacTh
NMUpaMUI, Pa3BUBAETCSl TPU PA3TUUYHBIX HaPYIIEHUSIX
dochaTHO-KaNbIIUEBOTO OOMEHa, IMPOTEKAIIINX C TH-
NepKajiblIMEMUEN U TUNIepKaIblMypueit. B yucio takux
3a00/1eBaHUIl BXOISIT COCTOSIHUSI, COIMPOBOXAAIOIIUE-
¢ TopaxeHueM KocTeil (octeoreHHasi HedpomnaTus),
YpEe3MEPHbIM TMOCTYIJIEHUEM KaJblIUSl B OPraHU3M,
HEJIOCTaTOYHOM SKCKpelMel Kalablus WA MaToJOrU-
YECKUM OCaXIEHUEM ero B TKaHsX. MenysuiapHblil He-
(bpokanblIMHO3 BCTpeYaeTCsl TaKKe MPU BPOXKIECHHBIX U
HacJIeJICTBEHHbIX 3200JI€BaHUSIX MTOYEK, KOT/1a HapyllleHa
JIeSITeJIbHOCTh KaHaJIbLIEB B PEryJsiuMu Kajdbluii-(oc-
(opHoro romeocTasa (pasiuuHble TyOYJIOMATUN ).

MexaHU3MBl UCTUHHOW TUIIEPKATBIIMEMUN OOBIYHO
MHOTo(aKTOPHbI, OJHAKO OOJBIIMHCTBO COCTOSIHUN C

Ianuxc C.B., lnun B.B. HedpokanbumHo3 y neten

TUIepKabliieMueil 00yCIOBAEHO clleayoluMu (hakTo-
paMu: MOBBIIIEHHON KOCTHOW pe30pOLueit, CHUKEHHOI
BKCKpelurel KaJablMsl B TIOYEYHBIX KaHaJbllaX, Hapylle-
HHEM BcachbIBaHUSI KaJibLiUs B KUIlIEUHUKeE (TaoJr. 1).

3J710KaueCTBEHHBIE OITYXOJIM BbI3bIBAIOT TUIMEPKAJIb-
LIMEMUIO, TJIaBHBIM 00pa3oMm, 3a CUeT MPOAYKIIMU TyMO-
paJIbHBIX WJIM MECTHBIX BEIlIECTB, KOTOPbIE YBEJIMUMBAIOT
pe30pOIIMI0 KOCTU ocTeoKJacTamu. B HacTosiiee Bpemsi
CUMTAIOT, YTO MPSIMOM OCTEOJIM3, CBSI3AHHBIN C OIMYyXO-
JIbIO, SIBJISIETCSI PENKOW MPUYMHON TUIEPKAIbIIUEMUH.
JnurenbHass MMMOOMJIM3AIMSI MOXET BBI3BaTh TMIIEp-
KaJIbLIMEMMIO, KOT/Ia €l COMYTCTBYIOT TMITepIIapaTupeos,
MaJIMTHU3alLMsI, MOJOIOK Bo3pact, OoziesHb [lemxera
WJIM MIOYeYHast HeOCTaTOYHOCTb.

MoJ10YHO-111e]I0YHOI CUHIIPOM, BEIYILIMiA K TTOBBIILICH-
HOI MOYeuHOI peabCcopOLIMU TN CHUXKEHHOM 9KCKpeIuu
Kajblusi, OOYCJIOBJIEH OJHOBPEMEHHBIM IOTpeOICHUEM
OOJIBILINX KOJIMYECTB MOJIOKA, MTUIIEBBIX 100ABOK, COMEP-
KaIUX KaJIbluyii [ 7, 8], mpreMoM BcachIBaOIIMXCS aHTALIM -
noB. CUHAPOM BO3HUKAET Ha (DOHE UTUTEJILHOTO JICUCHUSI
OCTEONopo3a, raCTpUTa WK SI3BEHHOI OOJIE3HU XXeJTy/Ka.
M30bITOuHOE BCachiBaHWE KaJblvs TPUBOAMT K JIETKOM
TUTIEPKAJIbLIMEMUH, KOTOpast B CBOIO OYepe/ib YBETUUNBACT
BKCKPELNIO HATPUSI B IMOYKAX, BBI3bIBACT JETUIPATAIINIO U
MOJABJSIET CEKPELnIo MapaTUpeouHOro ropmMoHa. B pe-
3yJIbTaTe 2TOrO YCWJIMBAETCsl peadcopOiusi OukapboHaTa

Tabauya 1. TIpuaunbl 1 MeXaHU3MbI NOBBILICHUS YPOBHS ChIBOPOTOYHOTO KAJILIMUS

TlepBUYHBIN MEXaHU3M

[TpuurHa runepKagiblueMIuu

[ToBrbIlIeHHAs KOCTHAST PE30POLIMST

Iunepnaparupeos

JlokanabHbIE MeTacTa3bl

[ymopainbHas runepkaabLIeMus IPYU 37TI0KAYeCTBEHHBIX HOBOOOPA30BaHUSIX
Tupeorokcukos

Deoxpomoriroma

Tunepsuramunos A (>50 000 E/I/cyT)

JnuTtenbHas UMMOOUIM3ALUS

MoouHO-11IeI0YHO CUHIPOM

Pabnomuonus

TIprem TMa3UIHBIX TNYPETUKOB

CeMeitHasi TUTIOKAJIbIIUYPUYECKast TUTIEPKATbIIUEMUSI
TToueuHast HEIOCTAaTOUHOCTh

TunepsuramuHo3 D (>50 000 EIT/Hem)
bepunnnos

Kanannos

Do3uHobWIbHAS TpaHyJIemMa
[ucrornazmo3s

Capkounios

CWJIMKOHOBBIE MMTUTAHTATHI
Tybepkyine3

BocnanutenbHble HapylIeHMs
CIInJg

JInmb oMbl

TloBbIIeHHAs TOYeYHasT peadbcopOIus
WJIM CHUXKEHHAsI CeKpeLust

[ToBbIlIIEHHOE BcachbIBaHUE B KUILIEUHUKE

Bunoma

bonesubp Annrcona

IlapeHTepanbHOE TUTaHKUE

ITpuem TeopuninHa

ITpuem nuTus kapoboHaTa

TIpuem 3CTpOreHOB ¥ AaHTUICTPOTEHOB

HeycranoBneHHbIIT MEXaHU3M
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B ITOYKAX, YTO IMTPUBOIUT K AJTKAJTI03Y. AJIKAJIO3 YBETMUNBACT
peabcopOIIMIo KATBIHS B TIOYKAX, CJCICTBUEM YETO SIBJISI-
eTCsT yMepeHHasT WJTH TsoKeJIast TUTICPKaJTbIIEMUSI.

[Tpu ocTpOM HEKpPO3e CKEIETHBIX MBIIIII ITPOVCXOINUT
BBIIIEJICHUE KaJIBIIMSI ¥ MUOTJIO0MHA. MUOTIIOOWH BBI3BI-
BaeT MOYECYHYIO HEIOCTATOYHOCTD, KOTOPAst CITOCOOCTBY-
eT 3a7epXKKe KaJIBLIMS C Pa3BUTHEM TUTICPKATbITUCMUN.

Twua3umbl yMEHBIIAIOT BHYTPUCOCYIUCTBIA OOBEM.
DTO TPUBOIUT K CHUXEHWIO CKOPOCTH KITyOOUKOBOM
unbTpaliv, yBeJWYEHUIO peabCcopOLMU  KaabLMs
B IPOKCHUMATBHBIX ITOYCYHBIX KaHAJIBIAX C Pa3BUTHEM
runepkajibureMuu. Tuasuabl TakKe HEMOCPeICTBEHHO
YBEJTMYUBAIOT PeabCOPOIINIO KATBIIHS TUCTATBHBIMU T10-
YEYHBIMU KaHAJIbIIaMU U MOTYT YCWJIMBATh IEHCTBUE TIa-
pPaTMPEONITHOTO TOPMOHA Ha KOCTHYIO TKaHb.

B psinme paboT TmokazaHO BIWSHHME TIETICBBIX TUype-
TUKOB Ha (hopMUpOBaHUE HEe(GPOKAIBLIMHO3A Y HEJOHO-
IIEHHbIX HOBOPOXJIEHHBIX [9]. B yactHOCTH, ycTaHOBIEHO
HernocpeACTBeHHoe BiausHue ¢ypocemuaa [10—13] Ha
Kanblu(UKaluio B Toukax. iMeroTcst cooOIeHusT, UTO He
TOJIbKO TIpreM dypoceMua sIBJIsIeTCs MpUIMHON Hedbpo-
KaJTbITMHO3a Y HEIOHOIIIEHHBIX HOBOPOXKICHHBIX C HU3KIM
recTallMOHHBIM Bo3pacTtoM [9, 14—16]. Hespenast mouka
nMeeT GoJee pa3BUTHIC (TI0 CPABHEHMIO C KOPTUKAITBHBIMU
HepoHAMHU) IOKCTaMEIyJUIIpHbIE HE(POHBI, Y KOTOPHIX
rreTsst [eHyIe 3HAUUTETbHO TMHHEE, B CBSI3W C YeM BpeMst
raccaxka MOUM YBEJMYMBAcTCsA. B couyeTaHMM ¢ HU3KOMN
CKOPOCTBIO KJTyOOUKOBOI (usibTpanu (1o CpaBHEHUIO

HE®POYPOJIOINs

C JIOHOIIIEHHBIMA HOBOPOXKIIEHHBIMM) 3TO IIPUBOIMT K TT0-
BBIIIIEHHO! arperanu KpuctamioB. KpoMe Toro, mpuem
BbICOKUX /103 pocopa, Kanbius, Butammua D, ackopOu-
HOBOI1 KMCJIOTHI [9] TakKe crmocoOCcTByeT (hoOpMUPOBAHUIO
HedPOKaIBIINHO3a KaK B TIEPBBIE MECSIIbI, TaK U B TTOCTIC-
JYIOIIME TOIbI JKU3HU 3TUX JETEH.

ITpu runepsuramunose D, capkounose [17, 18], npy-
rux BocnaiuTesbHbIX 3a00eBanusix, CITU /e u tumbome
MTPOMCXOMUT YBEJIMICHUE YPOBHS 1,25-TMOKCUXOIeKATb-
mdeposta, YTo TPUBOIUT K ITOBBIIIEHHOW peabcopOrmm
KaJIbLIsI B KUIIICYHUKE U, KaK CIIEACTBHE, K TUTICPKATb-
uueMuun. MHTOKCHKaIMs BUTaMUHOM D MOXeT ObITh
pe3yJITaTOM JUIUTEIBLHOTO YNOTpeOaeHus OOIbIIMX 103
npenapata, B 50—100 pa3 npeBblaommnx GpU3n0JI0r1-
YecKyr moTpeOHocCTh, T. €. 50 000—100 000 E/I B cyTku.
JMarHo3 ycTaHaBJIMBAIOT, OMPEesisisl MOBbIIIEHHOE CO-
JepXXaHUe B KPOBU 25-TUIIPOKCUXOJIeKaablrdepoa.

TunepkanbUnypusi, KaK MPUYMHA Pa3BUTUS MeIysI-
JISIPHOTO HePOKaIbLIMHO3a, HAOIIOJAETCS MPU ClIeyl0-
IITUX COCTOSTHUSIX:

— uaydonaTtuyeckas ruriepokcanypus [19];

— MOUOTIaTUYeCKasT TUITePKATbIUEMUST;

— TUIOTHUPEO3;

— Try6Ouaras nouka [20];

— HeKOTOpble BUbl TyOyaonaTuii [21—24].

B Hacrosiiiee BpeMsi HaCUMTBHIBAETCS OOJIbIIOE KO-
YeCTBO HACJICICTBEHHBIX CUHIPOMOB, B CUMTOMOKOMII-
JIEKC KOTOPBIX BXOAUT He(pOKaIbLUHO3 (TadI. 2).

Tabauya 2. HacnencTeennbie CHHAPOMBI, IPOTEKAOMME ¢ HePOKATLIMHO30M

Tun XpOMOCOMHBI JIOKYC

3aboseBaHue

HacJse10BaHus XapakTep MyTallMOHHOTO MOBPEXACHUS
Okcano3 1-ro Tuma AP 2q36-q37, aTaHMHIIMOKCUIIAT — aMUHOTpaHcdepas3a
Oxkcajio3 2-1o TuIa AP L-rnunepataeruaporeHasa
JIMCTaabHbBIN MOYEUHBIN KaHAJIbIEBBIN ALl 17921-22, ren SLC4A1, konupyet nnpoterH AE1
MeTtabonnyeckuii aumuao3 1-ro Tuna CL/CHO3 obMeHuBateb
JIMCTaNbHbBIM MOYEUHbI KaHAIbLIEBbI MeTa- AP 2ql3, ren ATP6BI1, kogupyet Bl cyoneaunuiry H*
0oMMYECKU auua03 1-ro TMIA C TIYXOTOMN ATDazp1
JIMCTabHbBIN MOYEUHBI KaHAIbIIEBbIA METa00- AP 7q33-34, ATP6NVOA4, koaupyet cyobeauuuiy H*
JIMYECKU aruao3 1-ro Tmmna 6e3 rIyxXoThbl AT®dazpr
KoMOMHUPOBAHHBIN AUCTAIbHBINA U IPOKCH- AP 8922, mytaitus reHa CA2, KogupyeT IpoTerH Kap-
MaJIbHbIN IMOYEUHBIN KaHAJIbLIEBBIN allNI03 o6oanruapassl 11
3-T0 THIIA C OCTEOIIOPO30M
AyTOCOMHO-/IOMUHAHTHBIN PeHATbHBIN AJl 15q15.3

CUHIAPOM dankoHU

Cunnpowm Jloy

X-CLEeTUIEHHBI,

Xqg25, ren OCRL-1, nedummT dochatuauinHo-

pelLIeCCUBHBIIM 3uToji-4,5 oudochar-5-docdarasbl B anmapare
Tonbmxu
CemeliHasi THTIOMAaTHUEMUSI C TUTIEPKAIbIIA- AP PCLN-1, xogupyet napaneinH- 1
ypueii 1 HepoKaIbIIMHO30M
Cunnpom baprepa 1-ro Trma, aHTeHaTaJIbHBI AP 15q15-g21, ren SLCI2AI, xomupyer Na-K-2Cl-
BapMaHT C TUTIEPKAIbIIMYPUECHA, TUTIEPIIPOCTA- KOTpaHCIopTep
maHavH-E cuHapom
Cunapom baprepa 2-ro Tuna, aHTeHaTaJIbHbII AP 11924, KCNIJ1, kogupyer AT®D-3aBrCcHMBIi1 60K

CUHIPOM, TUIIOKAJIBLIMEMUYECKUN C TUTIEP-
KaJlbLInypuen

K-xanana
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Tabauya 2. HacnencTsennbie CHHAPOMbI, NPOTEKAOMKE ¢ He(hPOKATBIMHO30M (IPOIOIKEHNE)

Tun XPOMOCOMHBIi1 JTOKYC
3aboneBaHue
HACJIe10BaHMSI XapakTep MyTaliOHHOTO [TOBPEXIACH sl
DENTS cunapom X-CIeTIeHHBIN Xp 11.22., ren CLCHS, komupyet nnporenH CIC-5
pelLieCCUBHBIN (TpaHCIopTep XJ0pa)
Dnuunypus AP Hedext BBM (MemOpaHa eTOYHOM KaiiMbl)
Mmvunormuunnypus (cuHapom XKoseda) AP Jedexkt BBM (MemOpaHa 1eTOYHOM KaliMbl)
Luctunypus AP Tun A-SLC3A1 xpomocoma 2
Tun B- SLC7A1 xpomocomal9
Tun AB- SLC3A1/ SLC7A1 xpomocombr 2 1 19
LluctuHo3 AP LluctuHpenykrasa
Kcantunypust AP KcantuHokcugasza
AJNKanToHypHUs AP TomorenTHM3MHOKCHIA3a

IceBnorunomnaparupeos (0cTeonucTpobust

[eHeTuyecku rerepo-

G-anbda peryaaTopHbIi 6eJI0K

AnodepMeHT IUCTaTHOHA3bI

IIenouHas ocaraza

OnoOpatita) reHHasi oopma
ucratnoHunypusi AP
Tunodocdarazus IeTeporeHHas rpymmna
CunHapom AnbIiopra X-ClLerIeHHbI, 10-

Xq22 anbda 5 tenb kouiareHa 'V

MUHaHTHBINA, AP, Al

Cunapom bekBura—BuaemanHa AJl

Hedponmutuas 1-ro tuma

HedpomuTtras 2-ro tuma

Busuibsimca cuHapom («iniia a;ibdha» CUHIPOM) AJl
Bunbcona—KoHoBaioBa (renatoieHTUKYJIsIp- AP
Hasi JereHepaLs)

Juapest xaopuaHasi BpOXKIeHHast AP
(ankao3s ¢ quapeeit)

JlenpayayHusm AP
XOHIIpO3KTOAEpMaTbHAS IUCTLIA3UsT AP
(Dnnuca—BaH-KpeBenbaa cuHApPOM)

II1BaxmaHa cuHapoM (MeTaduzapHast XOHIAPO- AP
JIMCTLIa3Msl)

[mmkorenos 1-ro tuma (60e3Hb [pke) AP

X-CIIeIIeHHOe

X-cIeIIeHHOe

11p15 (mokyc RvDMRI1, CDKNIC)
CLCH5

Xq26.1

Del 7q

13q14-g21 uepynioruiasMuH

7q22-q31.1

19q13.3-p13.2 peuentop MHCYIMHA
4pl6

20q11.2

[rok030-6-docdaraza

Ilpumeuarue. AP — ayTocOMHO-peliecCuBHbI; A/l — ayTOCOMHO-TOMUHAHTHBIN.

MaTtoreHes n natomopdonorus

Bhimestior Tpy cTaguy pa3BUTHS HepPOKATbLIMHO3A.

llepsas cmaduss — TaK Ha3bIBaGMbBI «XUMMYECKUI
He(hPOKATBLUHO3», WA THUIepKaJbleMUIecKas He-
(pormartus, Korma UMeeT MeCTO YBeJTMYeHNEe COMEPKAHMST
CBIBOPOTOUYHOTO KaJIbLIMSI, HO HET JAHHBIX 00 OTIOXKEHUU
€ro B OYEYHOM MHTepcTULIMK. Ha 3TOM 3Tarne ocCHOBHOE
MaTOJIOTMYECKOe BO3AECTBUE OKA3bIBACTCS HA TUCTAJb-
HBII OTAe] He(ppOoHa, BOCXOISIIYIO YacTh ey [eHIe u
cobuparebHble TPYOOUKH, YTO TPOSIBISETCS CHYKEHU-
€M KOHLIEHTPALIMOHHOM (DYHKIIMY ITOYEK 1 TMTOBBIIIEHEM
YCTOMYMBOCTHU K Ba3OIpeccuHy [25].

Bmopas cmadus HocUT Ha3BaHUE <«MUKPOCKOIM-
YeCKUii HepOKaBLIMHO3». B 3Ty CTaguio yCHJIEHHBII
MPUTOK KaJIbLIUSI K TTOYKAM COIMPOBOXIACTCS HAKOILIe-
HHUEM ero BHYTPU KJIETOK Mo4edyHoro snurteaus. Korma
KOHLIEHTpALMsl BHYTPUKIIETOYHOTO KaJbLUS TOCTUTAECT

ONpeZIeJICHHOTO TIpeiesia, HacTymaeT AUCTpodust Kie-
TOK, OTJIOXXEHUSI KaJIbLIUSI TIePeMeIlaloTcsl B MHTEPCTHU -
LIMJTbHOE TTPOCTPAHCTBO WJIM B TIPOCBET KaHAIBIIEB [26].
@opmMupyronrecs: Ipyu 3TOM IUJIUHAPHI 3aKyTIOPUBAIOT
KaHaJIbLbl, YTO MPUBOAUT WX K AWIATALlMU U aTpOUM.
CoJieBble JICTIO3UTHI B WHTEPCTUIIMN BBI3BIBAIOT JIMM-
domponudepaTUBHYIO peakiuio ¢ IOCICAYIOIUM He-
GbpocKiiepo3om.

Tpemvs cmadus — «MaKpOCKOTIMUYECKUI HedpoKasb-
1MHO3». Ha maHHoi ctaguy HedpoKalbIIMHO3 OOHApY-
SKUBACTCS TIPU TTOMOIIM PA3TUIHBIX BU3YAJTU3UPYIOITUX
METOJZIOB — YJIBTPA3BYKOBOM MUAarHOCTUKK, KOMIThIOTEP-
HOIl ToMorpadun, 0030pHOI PeHTTeHOrpadr OPraHOB
OprourHoit mosioctu. [1pu 3TOM OTIIOKEHUE KaTbIIMHATOB
MOTYT BBISIBJISITBCST 1 B KOPKOBOW, M B METYJUISIPHOM 30HE.

[Tpu KopkoBOM HebpoOKaTbLIMHO3E KaJblU OTKJIA-
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IBIBACTCST OMHOBPEMEHHO B MPOKCUMAIBLHOM M TACTAITb-
HOM oTae/ne HedpoHa, OOBI3ZBECTBICHHWE MOXET ObITh
IIATHUCTBIM WIM CIUBAtoImMcs. B cirydae octporo Kop-
TUKOHEKPO3a OTJIOXKEHUE KaIbIUsI B KOPKOBOM CJIO€ T0-
YyeKk MoXeT HayaTbes yxe uepes 30 nHeit [27]. [Tatorenes
OCTPOTro KOPTUKOHEKPO3a CBSI3aH C COYETAHUEM KOPKO-
BOIt MIIIeMHM (13-3a CIla3Ma MEJIKMX KPOBEHOCHBIX COCY-
TTOB), TOKCUYECKOTO TTOBPEKICHUST KITyOOUKOBOTO SITUTE-
JIUSI M TIEPBUYHOTO BHYTPUCOCYAMCTOrO TpoMOO3a U3-3a
YPEe3MEPHOT0 OCBOOOXAEHHUSI TPOMOOILIACTUHA.

ITpu Mo3roBoM HedpoKaIbIIMHO3E BHAYAIE MOpaXxa-
eTcsl IPOKCUMAJTBHBIN oTeT HedpoHa. JIucTatbHBIN OT-
Jien U Kiyoouek BOBJIEKaloTCs B mpoluecc nosaHee. [1pu
5TOM OOBI3BECTBJIEHUE HAOIIONAETCSI B 00JACTH KaxKIoM
TTPaMUIIEL.

[To xapakTepy U MECTy pacTojIoKeHUS KaTbIIMUKa-
TOB YCTAaHOBUTH TIPUYMHY OBIBACT JOCTATOYHO CJIOXKHO,
KpOMe HECKOJBKHUX COCTOSTHUN — TaKUX Kak Marvuisip-
HbBIIl HEKPO3 NpU aHaIbreTnyeckoi Hedporatuu [20, 28]
(Bech cocoyeKk KaiblM(pUUUpPOBaAH) U rybyaTast mouyka
(HepaBHOMEpHOE pacrpeeieHNe WHTEeHCUBHBIX yJacT-
KOB 0ObI3BECTBJIeHUsI B oO1acTy nupamu). [1pu riome-
pyioHedpuTe 0ObI3BECTBAEHUE OOBIYHO HOCUT MEPUTIIO-
MEPYJISIDHBI XapakTep, 6e3 mopaxkeHust KIyoouka.

[Tpu paccMoTpeHUN MaKpoIIperapata Ha TOBEPXHOC-
TU cpe3a ONpeAesIIOTCS KAMHU B YallleYHO-JT0OXaHOUHOM
CHCTEeMe U JIMHEIHBIC OeJTbIe TIOJIOCH U TISITHA.

KnuHuyeckue nposiByieHnsa

KnuHunueckast KapTuHa ornpeessieTcs, B IepBylo oye-
penb, mpu3HakamMu OCHOBHoOro 3abosieBanust [29]. Cam
HebPOKaJblIUHO3 B OOJBIIMHCTBE CIy4yaeB MpPOTEKAaeT
0EeCCUMIITOMHO U BBISIBIISICTCS KaK CIyJaiiHas Haxomka
Mpy MPOBEACHUU YJIBTPA3BYKOBOTO MCCIEIOBAHUSI WU
peHTreHorpacduu opraHoB OploliiHoii nojoctu. [pu jer-
KOI CTeIeHM TUIepKaablimeMun (<2,9 MMOJIb/JT) KIIH-
HWYECKUE CUMIITOMBI OOBIYHO OTCYTCTBYIOT. YMEpEHHast
WJTA TsDKeJTasi CTeTIeHb TUTICPKAIBIIMEMHWH Yallle TPOsIB-
JIIeTCST TeMW WY WHBIMU KIMHUISCKUMHU TTPU3HAKAMU.
[TosBNSIOTCST CUMITTOMBI CO CTOPOHBI IIEHTPAIBHON He-
PBHOIA cUCTEMBbI (COHIUBOCTb, CTYIIOP, KOMa, U3MEHEHUSI
MCUXMYECKOIo cTaryca, Mcuxo3), XKeJyaI0uyHO-KUIIIEYHO-
ro TpakTa (aHOpeKcHusi, TOUIHOTA, 3amop, si3BeHHast 60-
JIE3Hb KeJlyJKa C MOBBIIIEHHONH KHUCIOTHOCTHIO), MOYEK
(mosnnypusi, oyevyHOKaMeHHasl 00Jie3Hb), KOCTHO-MbI-
IIEYHOU (apTpaJirTMu, MUAJITUH, C1A00CTb) U COCYAUCTOM
cucrteM (aprepuaibHas runepreHsus). Kiaccuueckum
nsmeHeHueM OKI, cBI3aHHBIM C TUIEpKaJIbLUEMUCH,
sBJIsieTcs KopoTKuit uHrepan O—7. MHorna tsxenas
TUTIePKAJIBIINEMUsT BBI3BIBACT apUTMUMU, ETIPECCUIO Cer-
MeHTa S7, mpekpallleHrue aKTUBHOCTU CUHYCOBOTO Y3Jia
YW HapylieHWe aTPUOBEHTPUKYJSPHON ITPOBOIMMOCTH.
[TpoTenHypusTt 0OBIYHO HOCUT HETIIOMEPYJISIPHBIN Xapak-
Tep u coctasiisieT MmeHee 500 Mr/J1.

lupokuit nuama3oH KIMHUYECKUX TIPOSIBICHUN
HabJ101aeTcsl MPU MO3TOBOM He(POKaIbIIMHO3€E, B Yac-

HE®POYPOJIOINs

THOCTU: 0OJIM B MOSICHUYHOI 00yiacTu (CBSI3aHHBIE C
MPOXOXKACHUEM MOYEYHBIX KOHKPEMEHTOB MO MOYEBBIM
MyTsIM), TeMmaTypus, JeHKOUUTYpUSs], LUJIUHAPYPUSI.
B cBs13u ¢ nMeomMUMUCs 3JEKTPOJUTHBIMI HAPYIIEHUSI-
MU BbISIBJIsSIIOTCSI M3MeHeHus1 Ha DK B Bune ynamHeHusI
Wr yKopoueHust uurepsaia O—T.

ApTepuanbHasi TUIEPTEH3UsI CBsI3aHA C TUIIepKasib-
LHUeMUel, KoTopasl yBeJIMUMBaeT nepudepruyeckyro Ba3o-
KOHCTPUMKIIMIO MaJIbIX apTepUil U TIPOAYKIIMIO KaTexoa-
MUWHOB. ApTepurajibHasi TUTIEPTeH3MsI, KaK U XpOHUYeCKasl
MoyevyHasi HeIOCTaTOYHOCTb, Pa3BUBAETCS 3HAYMUTEIbHO
MO3IHEe U CPOKU UX TOSIBJICHUS OTIPEAC/ISIIOTCS TeYCHM -
eM OCHOBHOTO 3a0oJieBaHus1. OcTpast moyeyHasi HeJocTa-
TOYHOCTb Pa3BUBAETCSI KpaliHEe peIKo.

AwnarHocTtuka

JIMarHOCTWYECKWI TIOMCK TIPWUYWH, TPUBOISAIINX
K pa3BUTHIO He(PPOKaIbIIMHO3a, BKJIIOYAET B cebs uccie-
JIOBaHWE YPOBHSI CHIBOPOTOYHOTO Kajblius, ¢ocdopa,
anbOyMUHA.

OmnpenesieHe YPOBHSI  CBIBOPOTOYHOTO  KaJIbITUST
HeoOXOomMMO I YTOUYHEHHUsI accoluauuu  Hedpo-
KaJbIIMHO3a W THIEePKATBIIMEMUN/HOPMOKATBIIMEMUU.
B mnasme KpoBW KaJblMii COHEPKUTCS B CBOOOTHOM
(MOHM3WPOBAaHHOM) M CBSI3aHHOM C O€JIKaMU ¥ KOMITJICK-
CUPYIOIIMMU aHMOHaMU (uMTpart, (ocdar) COCTOSTHUM.
ConepkaHre MOHU3MPOBAHHOTO KAaJBILIUS PETYIAPYETCS
B Y3KOM JiMarna3zoHe KosebaHuii u cocrapisietr ot 0,98 no
1,13 mmosb/n (pusnonornueckasi KoHcranTa). Jlaxe He-
3HAYUTEIPHOE TIOBBIIICHUE YPOBHS WOHU3MPOBAHHOTO
KaJIbIUST B KPOBU MPUBOINT K (DYHKIIMOHAIBHBIM M3Me-
HEHUsIM MUoOKapaa (YKopoueHWe nHTepBayia S7T) U maro-
JIOTUYECKOM KaTblIM(PUKAIINA CTCHOK COCYIOB M TKaHE
opraHM3Ma. YpOBeHb OOIIEro KaJbIUs B TIa3Me KPOBHU
y 370pOBBIX jeTeli cocrasisier 2,2—2,8 MMmoJib/i1. B ciy-
yae M3MEHCHUST KOHIICHTPAIIMK CBSI3BIBAIOIINX KaJIBIIUI
¢akTopoB (HauboJjee yacto anboymuHa) u pH kpoBu me-
HSIETCSI ¥ YPOBEHB OOIIIETO KaIblvsl. B CBsI3u ¢ 3TMM HE00-
XOIMMO TIPY OIICHKE KOHIIEHTPAIINY KaJIbIUST YIUTHIBATH
YPOBEHb aTbOyMWHA B KpoBH. TSI TiepecueTa HCTUHHOTO
CONECPXKAHUS KaJbIIUS B 3aBUCIMOCTH OT KOHIICHTPAITUN
anpOymuHa (/1) umeercs popmyaa [30]:

Ca (koppurupoBaHHbIit)=Ca (M3MepeHHbIN )+
+0,02x(40 — anbOYyMUH).

HccnenoBaHue KUCIOTHO-OCHOBHOIO pPaBHOBECUSI
KPOBU HEOOXOIWMO IJIsl YTOYHEHUS CIBUTOB B CTOPO-
Hy alumo3a/anKano3a U mokasaresiss pH KpoBH, Tak Kak
B CJIydJastx OTKJIOHeHUsT pH KpoBU OT HOpMaJTbHBIX 3HAYE-
HWI [UTS oTIpefeicHUsT KOHIIeHTpaIus oomero Ca Takke
TpebyeTcst TiepecyeT 1o popmyrre:

Ca (koppurupoBaHHbIit)=Ca (M3MepeHHbI )+
+0,05%(7,40 — pH akTyasibHBblif).

VYpOBeHDb 3JIEKTPOJUTOB KPOBU HEOOXOMMMO HCCIIe-
noBath Ui TuddepeHImaibHON TMarHocTuKK 3abose-
BaHWi1, MPOTEKAOIINX C HApyIICHUEM 3JICKTPOJIMTHOTO
dbona m HedbpokampHO30M. Hampumep, rumnepkaim-
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eMUsT HaOJIomaeTcss TIpM TUCTATBHOM ITOYEYHOM TYOy-
JISpHOM anunose, cuHapome baptepa, cunapome Jlnma-
JIa, TIEPBUYHOM THTICPATBIOCTEPOHU3ME.

[TapaTrpeonIHbBIIT TOPMOH OCYIIECTBIISIET HEMPOIH-
JNIOKPUHHYIO PeTyJsiliuio Kajabluii-pocopHoro odMme-
Ha [30]. CHuXeHue KOHLEHTPAMU WOHU3UPOBAHHOTO
KaJIBIIASI B CHIBOPOTKE KPOBU CIIY>KUT ITYCKOBBIM MeXa-
HU3MOM JIJIS TIOBBIIIICHUSI CEKPEITUU TTapaTTOpMOHa, KO-
TOPBII B CBOIO OUYePElb YCHIMBACT PeabCOPOITNIO KaTbITHS
B ITOYEYHBIX KaHAJIbIIAX, YBEJIMUMBAsI €T MOCTYIICHUE B
KpoBb. JIpyrMM MeXaHM3MOM YBEIWYCHUS KOHIICHTpa-
IIMM WOHU3UPOBAHHOTO KaJBLIUS SIBISCTCS PE30POIIMsI
KOCTHOI TKaHM TTPH MOBBIIIEHHON CEKPEINH MapaTrop-
MOHa, 4TO TpeOyeT MPOBEACHUS Y TaKWX OOJTBHBIX JIe-
HCUTOMETPUU TSI BBISIBJICHHS IPU3HAKOB OCTEOIOPO3a.
Heob6xomnMo HaITOMHWTB, YTO MOHBI KAJIBIIMSI HAXOMSTCS
B ITOCTOSTHHOM 3KBHUMOJISIPHOM COOTHOIIECHWM C aHU-
oHamMu ochaToB, TaK YTO YBEJIMUCHUE COACPKAHMUS
docharoB KpoBU CHUXKAET YPOBEHBb KaJIbIUS U TEM ca-
MBIM CTUMYJIUPYET ITOBBIIIIEHHBII CHHTE3 TTapaTrOpMOHa.
Crpemsich BepHYTh HapyllleHHOE paBHOBECHE, TTapaTrop-
MOH TIOIaBJISIeT 00paTHOE BcachiBaHUE (hochaToB M aMU-
HOKHCIIOT (KaK JIOHOPOB MOHOB BOIOPONA) B TIOYCUHBIX
KaHaJiblax, pe3yJbTaTOM Yero ciyxar runepdocdarypust
u TuttocochaTeMust, TUITEPaMUHOAIIVITYPHS.

AHTaroOHNUCTOM TTapaTrOPMOHA SIBJISIETCS KATbIIMTOHWH
[31], KOTOPBII CHUXKAET YPOBEHb MOHU3UPOBAHHOTO KaJlb-
LM 32 CUET YCWJICHUST ITPOIIECCOB MUHEPATU3aIlii KOCT-
HOI TKaHU 1 ITOBBIIICHUS TTOYCYHOMN IKCKPEITNH KaJTbIIVS,
YTO B CBOIO OUEPElb MOXKET IPUBECTH K TUTICPKATTBITNYPUH.

HccnemoBanue ypoBHSI TOPMOHOB IITUTOBUITHOM Ke-
JIe3bl HEOOXOIMMO JJIST BBISIBJICHUST e¢ TUITePGhYHKIIAN.
[lpu rtumepTrpeo3e HaOMOTACTCS TUIEPKATBIIUEMUS
U TUTICPKAJIBIIYPUSI, YTO B CBOIO OYepenb CBI3aHO KakK
¢ ycwieHreM (pYIIBTpaIiiy KaJIbLIWs, TAaK ¥ C YMEHBIIICHU -
€M ero KaHaJblieBOii peabcopOLmu.

Heobxonumo ocyliiecTBasiTb MOHUTOPUHT 33 CYTOY-
HOI1 3KcKpeuueit Kanbuus, ¢pocdaros, LIUTpaTa, OKcaia-
TOB, OKCUTIPOJIHA W MarHusl. BaskHBIM SIBIISIETCSI KOHT-
pOJIb 32 CYTOUHOM dKCKpelueit 6eka (Juisl UCKITIOUeHUs
HehPOTUUECKOTO CUHIIPOMA) U KIIMPEHCOM 3HIOTEHHOTO
KpeaTUHWHA.

TumoumTpartypusi, o pa3HbIM TaHHBIM, B 50% ciyda-
€B IIPUBOIUT K KaJIbIITMEBOMY HE(POIMTHA3Y y TTALIEHTOB
C HOpPMAaJIbHOM CYyTOYHOM 3KcKpeuuei kanblius. Mauo-
TaTuJeckasi TUIOLMTPATYPUST SIBISIETCST TIEPBUIHOM, HO
HE CIWHCTBEHHOW NPWYMHOW TUITOIUTpaTypuu. Bro-
pUYHbIE MPUYMHBI HU3KOTO CONEPXKaHUsI LUTpaTa doJsiee
pacIpocTpaHeHbI U BKITIOYAIOT METa0OTMIECKUH alliIo3,
TMTIOKAIMEMUIO, TIPUEM THA3UIHBIX TUYPETUKOB, MHTU-
OUTOPOB KapOOaHTHUAPA3bl, NeHUIINT MarHus, Iodyed-
HO-KaHaJIbLEBbIN alumao3 u auapero. Llutpar cBob6oaHO
(uabTpyeTcs KiryboukaMu rmovek, u 75% ero peabcopou-
pyeTcsT TPOKCUMAaTBHBIMU U3BUTHIMU KaHAJbIIaMU. DKC-
Kpelusi IUTpata HeOoIbIast. BoJBITMHCTBO BTOPUYHBIX
TIPUYHMH IMPUBOIUT K YMEHBIIICHUIO BBIICJICHUS IIUTpaTa

Ianuxc C.B., lnun B.B. HedpokanbumHo3 y neten

C MOYOI TyTeM yCUJIEHUsI peabcopOLMK B IMPOKCUMAaITb-
HBIX TOYEYHBIX KaHAJTbIIAX.

VY nereii ¢ He(POKAIBIIMHO30M ISl UCKITIOUSHUS MH-
ek MoYeBON CUCTEMBl HEOOXOAMMO B TUHAMUKE
HCCIIeN0BaTh OOIINIA M KOJIMIECTBEHHBIN aHATN3bl MOYH,
ITOCEBBI MOYM Ha CTEPUITHBHOCTD.

JLIsT TMarHOCTUKY He(POKATBIIMHO3a BEIYIIIUM METO-
JIOM SIBJISIETCS YJIBTPA3BYKOBOE UCCIEI0BAHUE MTOYEK. Yilb-
TPa3BYKOBbIE TPU3HAKN MO3TOBOTO HE(POKAIBIIMHO3A J1e-
JIITCS HA TPU cTamuu: | — TUTIepaXOreHHOCTh MMPaMUIIOK;
Il — «benble TUPASIHIABI», TOTAJIbHAS TMUIIEPIXOTEHHOCTD
nupamuaok; [ — Hanmyue akycTu4eckoii TeHU.

B ciyyae kopkoBoro HedpoKaablMHO3a BBIACISIOT
TPU YJIbTpa3ByKoBbIX TuMa [32—34]. [Ipu nepBom Ture
orpenessieTcsi TOHKasl nojioca Kajblimdukaiuu. Bropoii
TUTT XapaKTepu3yeTcsl HAIMIUEeM IBYX TOHKUX TIapa-
JICIBHBIX TUTIEPIXOTCHHBIX MOPOXEK (TaK Ha3bIBacMbIe
«TpaMBaiiHble TMHUW»). TpeTHii TUI SBJISIETCSI HAMMEHee
pacnpocTpaHeHHO (opMoii: MSTHUCTasT KaiblnbuKa-
1IUSI CO CyYyaliHbIM pacripe/ieJieHreM B TTOYEeYHOM Kope.
OnHaKo HY ONIVH W3 TTPEICTABICHHBIX TUTIOB HE SIBJISICTCS
ITATOTHOMOHWYHBIM JIJIST KAKOW-JIMOO M3 MPUINH pa3BU-
THS He(POKATbLUHO3A.

O0630pHast peHTreHorpadusi MoYeK ITO3BOJISIET BbI-
SIBUTD 3aIyLLIEHHbIE CJTy4au CO 3HAUUTEIbHbIM OObI3BECT-
BJICHUEM ITOYCYHBIX TTHPAMMUIL.

KommnblotepHo-TomMorpaduueckoe ckanupoBaHue [32,
35, 36] sBnstercst Hanbosee 3GEKTUBHBIM B 0OHAPYKEHUN
YUacTKOB OOBI3BECTBJICHUSI M1 MOXKET ITOMOYb B TuddepeH-
LIMPOBKE MO3TOBOTO M KOPKOBOTO HE(DPOKAIBIIMHO3A.

MarHuTHO-pe30HaHCHAasT ToMorpadusi He SBISETCS
3 HEKTUBHBIM MHCTPYMEHTOM JUTSI YCTAaHOBJICHUSI THAT-
Ho3a. B mepByto ouyepenb MOJKHBI OBITH MCITOJB30BAHBI
YIIOMSTHYTBIE BBIIIIE MEHEE TOPOTOCTOSIITNE ATBTePHATHB-
HBIC MCTOJIBI.

[lyHKIIMOHHAST OWOTICHS TTOYECIHOM TKAHU TTPOBOINT-
cs B cllydae HEOOXOMMMOCTHM YTOYHCHUWST TIPUYMHBI He-
(dpoKaNbIIMHO3A.

JleyeHune

JleueHue HedpOKaIbLIMHO3A SIBISIETCSI OYEHb CJIOXK-
HOI 3ajayeit, YTO OO0YCJIOBIEHO OOJBIINM KOJIUYECTBOM
TIPUIHH eT0 (hOPMHUPOBAHUS U PA3TNIAOIIIMMKCS OCHOB-
HBIMUA MeXaHW3MaMM Pa3BUTHS TUTIEpKaibiieMuu. Oc-
HOBOIIOJIATAIONINe TIPUHIIUAIIBI Tepaliuid — YCTpaHCHUeE
BBISIBJICHHBIX IMPUINH He(hPOKAIBIIMHO3a W HaPYIICHUI
Kanbuii-ochopHOro romeocrasa.

I[lpr ymepeHHO BBIPAKCHHOW TUIEPKATBIIMEMUN
MOXHO OXWJIaTh ITOJOXUTEJIbHOTO 3¢¢eKra OT yBe-
JIUICHUST BOIHOW HArpy3KHW, OTPaHWYEHUS ITPOIYKTOB,
cojiepXkaliux 00JbIIOEe KOJIUYECTBO KajiblUsl (MOJIOKO,
MOJIOYHBIE TIPOAYKTHI, 32 UCKITIOUYCHUEM CMETaHBI, OpPOK-
KOJIM, LIBETHAsI KaIycTa, ropox, 600bl, MUHIIATb, CEMEHA
MOACOJHEYHUKA, Ipeiindpyt). [1pu TsKeno0i runepkaib-
LIMEMUU HEOOXOAMMO KOMOMHUPOBAHHOE JIEYEHUE C UC-
TTOJTb30BAaHUEM JICKAPCTBEHHBIX CPENCTB, CHIDKAIOIINX

POCCUNCKWIA BECTHUK NMEPUHATOJIOMN U MNEANATPUN, 1, 2010

75




YPOBEHb KaJibliusl B KpoBM (Tabu1. 3). CienyeT Ha3HA4YaTh
MUHUMAaJIbHbIE 103bl JIEKAPCTBEHHbIX MPENapaToB, C MO-
MOIUIbIO KOTOPBIX YIAETCsl JOCTUYb ONTUMAJIbHOIO YPOB-
HsI KaJIBLIMSI B CBIBOPOTKE KPOBH.

YV Bcex OOIbHBIX C TUIIepKaJblIMEMUEi HAOII0AaeTCs
00€3BOXMBAaHUE, B CBSI3U C YeM TpeOyeTcsl POoBeIeHUE
peruaparaiuuy nyTeM BBeIeHUsI TUApOKapOoHaTa HATPUs
WY LIMTpaTa HATPUs PU alluA03€e U XJI0pUAa HATPUs MpU
ankanose. Beyen 3a 9TMM yacTo Ha3HayaloT GhypoceMul.
Bo3MOXHO MCTIO/Ib30BAaHUE LIMTPATHBIX CMeceil (HaTpusl,
KaJIisl, MarHUs LIATPAT) TSI YIYYIICHUST PpaCTBOPUMOCTH
COJIEH KaJIbLIM.

Ipu okcanose 1-ro Tumna nokazaHo Ha3HaYeHUe OOJb-
Mx 103 nupuaokcrHa (1o 400 Mr/cyT B reueHue 1—3 mec)
C 1LIeJIbIO CHMXKEHMSI TUTIepIpoAyKIMU okcanaroB. HazHa-
YyeHue IMpernaparoB MarHusi (OKUCb MarHusl, MarHepor,
«HaTypajl KajiM») HEOOXOAMMO KaK B Cilyyae HapylleHMs
OKCAJTATHO-KaJIbLIMEBOTO OOMEHA, TAK M [IPY CEMEMHOM Mar-
Huittepsitonieit Hedpomnatuu [37]. buchochoHatsl 1 Kab-
LIUTOHUH (BHYTPUBEHHO, BHYTpUMBbIlIEYHO 5—10 Mr/Kr
B | uau 2 npuema) UCHOJb3YIOTCS /ISl KOPPEKIIUU BbIpa-
>KEHHOU rUIepKaJIbLIMEMUN U CHUXKAIOT PE30POIIUIO KOCT-
Hoit TkaHu. [Tpruem addekT oT Tepanuu KaTbLIUTOHUHOM
Oynet TeM 0oJiee BbIpaKEHHBIM, YEM BbI1lIE€ YPOBEHb ChIBO-
potouHoro kaiblivst. CoBpeMeHHbIe npenapaTbl oucdoc-
(hoHATOB — ATUAPOHAT U NMAMUIPOHAT — IJIOXO BCAChIBA-
IOTCSl U OKAa3bIBAIOT ENCTBUE TOJIBKO MTPU BHYTPUBEHHOM
BBeneHUM. [lamMunpoHar siBisieTcst caMbiM 3D (HEKTUBHBIM
AHTUPE30POTUBHBIM JIEKAPCTBEHHBIM ITpernapaToM, Ha3Ha-
YyaeTcsl B3pOC/IbIM U AETSM cTapiie 14 jiet, 103a orpenesi-
€TCsl B 3aBUCUMOCTU OT KOHUEHTPALMU KaJblUsl B KPOBU

HE®POYPOJIOINs

(0,015—0,03r mpu KOHLEHTpalUUM MeHee 3 MMOJb/T;
0,03—0,06 T ipy KoHLeHTpauun 3—3,5 Mmoib/i; 0,08 T
MpU KOHLEHTpaLuu 3,5—4 MMOJIb/JT).

Ocoboe BHUMaHUE YIeIsIeTcs JICUeHUIO TTueIoHepu-
Ta, CITOCOOCTBYIOIIETO ITPOTPECCUPOBAHUIO TTOYCTHOM
HEJ0CTATOYHOCTH y JieTeli ¢ HepoKaTblMHO30M. B aTHx
CITyJasiX MOTYT HCITOJTb30BaThCs OoJiee ITUTETbHBIC KYp-
ChI aHTHOAKTepHaIbHOI Teparnmu. Hepenko nmpuMeHsieTcst
JUTUTETbHOE TTPOMIIAKTIUECKOE JICUCHUE YPOCETITUKAMMU.

Xupypruyeckoe BMEIIaTeIbCTBO BOBMOXKHO B ClTydyae
OCTPOIi OKKITIO3UM MOYEBBIBOISIIMX TyTeH KaMHIMU
MpU COYETAHWM HeMPPOKaIbIIMHO3a ¢ He(GPOJUTHA3OM.
UpecKoskHast TUTOTPUTICUS JOJIKHA MPOBOIUTHCS C OCO-
6011 OCTOPOKHOCTHIO, TAK KaK BO3MOXHO ITOBPEXKICHHE
MapeHXUMBbI 13-3a OTJIOXEHUST KaJbLIMHATOB B MapeHXM-
Me TIOYeK.

TakuM 06pa3oM, UMEIOLIECS B JINTEpaType JaHHbIE
0 TIPUYMHAX U TTaTOreHe3e pa3BUTHS HedpOKaIbLIMHO3a
YKa3bIBAIOT Ha TeTePOTeHHYIO TPYIITY 3a00JIeBaHMiA, CO-
MPOBOXIAIOLINXCS Pa3BUTUEM 3TOTO COCTOSIHUS. Y4u-
TBHIBas 3a9acCTyIO IMPOTPECCUpYIOIIee TeUeHNE OCHOBHOTO
3a00J1eBaHUsI, B TOM YHUCJIE€ CO CHVXEHHEM MOYSUHBIX
(GyHKLMI, HEOOXOAUMO paHHee BbISIBJIEHUE He(POKab-
LIMHO3a KaK CaMOCTOSITEIBHOTO (pakTopa, TMPUBOISIIETO
K XpOHMYECKOI1 ToYeuHoit HepoctarouHocTr. Heobxonm-
MO CBOE€BpEMEHHOE Ha3HaYeHUE TepaIliy, MPETSITCTBYIO-
el TTPOrpecCUPOBaHNUI0 KaK OCHOBHOTO 3a00JIeBaHUSI,
Tak 1 HepoKaablMHO3a. JJaTbHe NIt MOMCK TPUIUH 1
MaTOreHeTUYECKUX 3BEHbEB Pa3BUTHS PA3TUIHBIX (POpM
HehpOoKaTbLIMHO3a HEOOXOIUM TSl YCTAHOBJICHUST HOBBIX
BO3MOXHOCTEW KOPPEKIIMY JaHHOI MaTOJIOTUH.

Tabauya 3. Mexanusm aeiicTBUs NPeNapaTos /isl JIe4eHHs THIepKAIbIHEeMUH

IIpemnapat MexaHu3M IeiCTBUS

DusnosornyecKuii PasBeneHue Kanblysi B CBIBOPOTKE MyTeM YBEJIUUYEHUSI 00beMa U YBEJIMYEHHUE BBIBEACHUST

pacTtBop KaJIbILIUS C MOYOM

Dypocemur, Hapyuiaer peabcopO1i1io Kajablius B rieTie [eHie U CTUMYIMPYET MOBLILLIEHHOE BbIICICHUE
€r0 C MOYOI

Kanpiuronun CBS3bIBaeTCS C pelieITOpaMy Ha OCTEOKJIACTaX, IOMABIISISI OCTEOKIACTUUECKYIO aKTUBHOCTB;
OCHOBHOM 3(p(heKT — CHMXKEHME KOCTHOM pe3opounu. Takke CHUXKAET MoYeyHYI0 peadbcopo-
LU0 KaJIbLIUsI

[ MIOKOKOPTUKOMIBI MexaHu3M He COBCEM SICEH; €CTh OCHOBAHMSI MPEAIojaraTb aHTaroHU3M ¢ BUTaMUHOM D,
B CBSI3U C Y€M CHMXKAETCSI BCAaChIBAaHUE U PeadCOpOIIMs KaTbLUS

buchochonatsr Hapymraror nuddhepeHIIMpPOBKY OCTEOKIACTOB, CO3pEBaHNUE, TOABUKHOCTD, TPUKPEILICHUE
(K KOCTHOI TTOBEPXHOCTH ); BCTPAMBAIOTCSI B KOCTHBIM MAaTPUKC, BbI3bIBasi PE3UCTEHTHOCTh
MaTpUKCa K TUAPOJIN3Y; UTOTOBBIM 3(D(HEKTOM SIBJSIETCSI CHUKEHUE KOCTHOM pe30pOLnuu 1
YMEHBIIICHUE MMOCTYIUICHUS KAJIbIUS B KPOBh

TTnukamuyH HMurubupyer cunte3 PHK u siBseTcsl HIUTOTOKCUYHBIM 1O OTHOILIEHUIO K OCTEOKJIaCcTaM, TEM
CaMbIM CHMKasi KOCTHYIO Pe30POIIMIO M YMEHbIIAsl U30bITOUHOE IMOCTYTUIEHUE KabLIKsI B KPOBb

dochop Hapyiiraet ocTeok1acTUYECKY0 KOCTHYIO PE30POIIMIO 1 TTOUYEUHbIN CUHTE3 1,25-11M0KCH-
XoJieKaJbl(epoia; CHUXKAET BCaChlBAHUE KaJIbIIMS B KUILIEYHUKE; YBEJIMUMBACT 3HAUYCHUE
MOKa3aTesst KaTbIUiiX(hocdop 1 MpeUIUTUPYET ¢ KaJTbIIMeM B KOCTHOM TKaHU, KPOBEHOC-
HBIX COCY/IaX U MSITKUX TKaHSIX

DTUIeHIMaMUHTETpa- O0pasyeT xeJaTHbIe CBI3U C KATUOHAMU KaJIblIKS, C TIOCIEAYIOIIMM BhIIEICHUEM Yepe3 MOYKU

YKCyCHas KMCJIoTa
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