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Cnncok cokpalieHH i

MKH-XBIT-MuHepanbHO-KOCTHEIE HapyIeHHS

XBII- xponuyeckas 00JIe3Hb ITOYEK

[1TT- mapaTupeouiHbIH FrOPMOH

FGF23- dpakrop pocra pubpodracTtos 23

Klotho -TpancMeMOpanHbIit 6e0K, He0OXONUMBIH 1711 aKTHBALHK PELCITOpa
FGF 23

VDR -peuenitop BuTamuna D

CaSR -KaJbLIIHKA-TyBCTBHTEBHBIN PELETITOP

L[®-menounas gocdarasa

Ca- KaTbIHi

P- docdop

K-xanuit

Na- Hatpui

CT3-cB0oOOIHEIN TPHHAOATAPOHUH B KPOBH

pI ' P- pexoMOUHaHTHEIN TOPMOH pOCTa

TTT - THpeOTPOIIHBIH TOPMOH

CTT - coMaTOTpONHBIA TOPMOH

SDI - Suggested Dietary Intake-pexomMeniyeMoe THeTHIECKOE TOTpedIeHHe
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Beenenue

Xpounnveckas Goaesun nouex (XBIT) — croiikue HapymieHus (YHKIMH
NOYEK, MPOJO/DKAIOIIMECs B TeueHHe 3-X MecsueB M Ooliee, onpenensemMble Kak
CTPYKTYPHBIE H/MIH (YHKIMOHAILHBIE W3MEHEHHs C pa3lIMYHOM CTENeHBIo
CHMIKEHHS KIIMPEHCHOH (pyHKIMH. XpoHH4ecKre 3a00sieBaHUs OYEK, He3aBUCUMO
OT OSTHOJIOTHM, HMEIOT OOLIHE MEXaHW3MBlI IIPOrPECCHPOBaHUSI U TpeOyroT
OTpENeJICHHBIX TepamneBTUYECKHX YCHJIMH, HalpaBIeHHBIX Ha OTJAAJICHHUE
HACTYIUIEHUS TEPMUHATBLHOU cTaquu XbIT.

E’XeronHo Ha MWJUIMOH HAcCeNeHHs] perucTpupyeTcs 10 1-3 HOBBIX Clly4daeB
XPOHHYECKOM IIOYEYHOH HEeIOCTATOYHOCTH Yy mereil jo 18 neT, To ecth 3TU 2-3
HalueHTa Ha MOMEHT UX Kiaccudukanuu OymyT coorBercTBoBaTh III-1V cramum
XBIT.

HapyireHus KOCTHOIO MHHEpaibHOr0 MeTafoJid3Ma IIOYTH HEHU30exkKHO
pasBuBaroTCs Ha QoHe XpoHu4eckoil Oonesnu mouek (XBIT). OHu 3aKI0uaroTcs B
HapyIIEHHUAX roMeocTasa Kaiublus, (Gochopa W MarHus, MATOJOTHM CHHTE3a W
cekpenuu maparupeouaHoro ropmona (IITI) u Burammma D, HapyuieHHAX
KoctHoro merabonusma ( T.e cHwkeHue npoxykuuw 1,25(OH)2D3, axTuBHOTrO
MeTtabonuTa BuTaMuna D, o0pasylomerocs B KJeTKax MPOKCUMABHBIX KaHAJIBIIEB,
BTOPWYHBIH TUIEpapaTHPEeouIu3M, rurepdocharemus, THIIOKAJIBIIUEMHUA,
runepkaniemus). IIpy OTCyTCTBHM aJeKBAaTHOIO Il€YeHWs MOIYT DPa3BHTHCS
TsAXKE/ble, IOpOH  HHBAJIMAM3MPYIOIIME  OCIOKHEHWA. OTO  BeméT K
PEMOJENMPOBAHHUIO COCYAMCTON CTCHKH: YTONIIEHNIO HHTHMbI-Menuu, Guoposy, a
3aTeM KaJlbLKHO3Y MBIILIEYHOrO CIIOSI CTeHKH apTepuit (B TOM 4UCie KOPOHAPHEIX),
runepTpoduu u Kanpuunosy muokapaa JOK. B pesynsrare pemonenupoBamms
CHUXKAETCS DJIACTUYHOCTh apTEePUH W HX CHOCOGHOCTh CMATYATh IyJIbCOBBIE
KonebaHust CKOPOCTH KPOBOTOKA, TOBBINAETCS WX JKECTKOCTB, YBEIMIHBAESTCH
CKOpPOCTh pacnpocTpaHeHus My/lbCOBOYM BoyHbl. Hapacranue mnepudepudueckoro
COCYICTOrO COIPOTUBIEHHS ycyryOnsier Al', KoTopasi B CBOIO 09epeslb NPHBOINT

K JajbHeHIIed INEePECTPONKE MBIIIEYHOIO CJIOs apTepuid MU NPOTrPECCUPOBAHUIO
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runeprpodun Muokapza. Crieunduueckue npu3Haku KOCTHOH 60/E3HH 3aBUCAT OT
BLIDOKEHHOCTH  THIEPIIAPATHPEONN3MA M TEPAreBTHIECKUX —MEPOIpPHUATHH,
HATPaBJICHHBIX HA KOHTPOJIb 3a00JIeBaHKs, TOTja KaK BH/1 J1MaJli3a He OKa3bIBACT Ha
HHX  CyUleCTBeHHOro BimMsiHusi.  Hapywmienuss KOoCTHOro M MHUHEpaJIbHOTO
MeTaGonu3Ma, pa3sBUBLUHECS] B JIETCTBE, BHOCAT BKJIajl HE TOJNLKO B pasBUTHE
JlereHepaTHBHON KOCTHOM Gojie3sHH, HO M B TOBBINIEHHE BacKyJIPHOH
3a60/1€BAEMOCTH M CMEPTHOCTH BO B3pOCIOH Jku3HM. I103TOMY, afeKBAaTHBIA
KOHTPOJIb KOCTHOIO H MHHEPAIbHOr0 MeTabosI3Ma ABJISETCS OLHOH U3 OCHOBHBIX

3anau B jgeyeHud perei ¢ XITH.

Scanned with DocScan




OcuoBnbie KMHHAYeckHe nposiaenus MKH-XBII:

-paxurononobHas agedopmaiys ckeilera y IETeH pasHBIX BO3PACTHBIX
KaTeropuii;

-niporpeccupyromee O-ob6pasHoe unu X-o00pazHoe HUCKPHUBIEHHE HIXXHHMX
KOHEYHOCTEMU;

-yrounenue MeTaQu3apHbIX 30H (M0L00OHE «PaXUTHIECKUX OpacIeToB);

-HapyIlIeHHe TOXOJKY, OCOOEHHO TIpH 3aMHTEPECOBAHHOCTH Ta300€pEHHBIX
CYCTaBOB («yTHHAs MOXOIKa);

-60111 B KOCTSIX TIPH JBUKEHUH; [IOBTOPHBIE TIEPEITIOMBL;

-oIH(U3E0NN3BI KOCTEH B KPYIHBIX ¥ CPEJHUX CyCTaBaX;

-HapyILIeHUEe TEMIIOB pocTa peGeHKa;

- pa3pylleHHe KOCTHOM dMaNH U roTeps 3y0oB, HapyIlleHHe IOpsaKa ¥ TeMIla
IIpOpe3bIBaHUs 3y00B,;

-TIIpU3HAaKK TPO(QHUYECKUX HapyIIEHUH NpPYyrUX OpPUIATKOB KOXHU (Cyxue,
JTOMKHUeE, IJI0X0 PacTylie BOJOCH U HOI'TH);

-CHH)KE€HHUE MBIILEYHOM CUIBI B pyKax B HOTax;

-CIa3Mbl B MKPOHOXHBIX MBIIIIAX, KapIaNbHEIH CI1a3M;

-a(eOpuNIbHBIE TOHUYECKHE CYIOPOTH;

-Crenu(hUIECKUe NPU3HAKY KOKHOM KalblIU(QUKAIIHH (IET03UTh KPUCTAIIOB
KallbLs), aHyJIAPHEIN CKIEPUT U BLIABIEHHE JEMNO3HTOB KPUCTAJUIOB KaJIbLUA B
CKJIepe.

Hosble GHoMapKepbl, peryJsTopbl H MeXaHM3MbI, TAKHE KAK:

-akrop pocra Qubpobmacros 23 (FGF23) — onuH w3 caMmbIX paHHHX
0MOMapKepoB; -IIENTUL, CEKPETHPYEMBIH OCTEOKIacTaMM M OCTeo0nacTamu,
KOTOpEIH perymupyer Merabomusm ¢ocpartos u Butamuna D, Hampsmyro
UHrHOUpyet cexpenro [1TT;

-peuentopsl FGF23;

- Klotho (TpancmeMOpaHHBIH Genok, HeoOXOMMMBIH T AKTHBAIMH

peuenitopa FGF23 B opranax-MHINEHSX: [I0YKa U TApallHTOBHIHAS JKeJIe3a);
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- penenitop Butamuna D (VDR);

-KaJIbIIMI-4yBCTBUTEIbH B peuentop (CaSR);

-CKJIEPOCTHH;

-CyOKapOOKCHIMPOBAHHEII OCTEOKAJIbLIHMH.

IlepBUYHBIM 3BEHOM SABIAETCS MOBBIUTCHHE nupkynupyromero FGF-23. On
HOBBILIIACT MOYEYHYIO SKCKpeuuto docdara, cHEKas SKCHpeccuro Harpuii/ Pi
Korpacrioprepa Ila Tuma B KiIeTKax MpPOKCHMATBHBIX KAHAIBLEB, TeM CAMBIM
Npenorspamias runepdocharemuro. IlocTelleHHOE CHWJKEHHE  KONHMYECTBa
(QYHKIMOHHPYIOIMX HEe(GPOHOB U nepunut Klotho, xopenenropa FGF23, B
KOHEHHOM UTOre noAaBnstor Gocharypudeckuii sdpdexr. Omnospemento FGF-23

CHHXKACT aKTUBHOCTH 1-an5¢)a~mz:p01<cma3m, 4YTO CTUMYJIIHPYET BBICBO60)K)ICHH€
ITTT.

JJIEKTPOJIHTHbIE PACCTPOCTBA

Kanui

Us3-3a morepn Maccel Hehponor XBIT uacTo [IPUBOJTUT K HeaneKBaTHOMN
MOYE€YHOU 3KCKPELUH KaJlus.

['unepkanuemus ompenensercs kak yposeHp K+ B CBIBOPOTKE KPOBH >5
MMOIIB/II Il JeTell W TOAPOCTKOB (>5,5 mMmonws/n mus HOBOPOXXIECHHBIX) H
IUnoKanueMus <3,5 MMOoJb/II. BOJBIIMHCTBO TanMeHTOB c JUCKaATMEMUEH He
MMCIOT HUKAKHX CHMIITOMOB, HO IPH TAHXXEJIOH MHIepKaTHEMHH MOTYT Pa3BHBATHCS
daralbHble Cep/leuHble aPUTMHH. | UIIepKaTHeMus oObYHO He BO3HHKAET Jo Tex
nop, nmoxka CK® ne craner <10% oT HOpMEI.

Bo3MoKHBIE IPUYHHBI THIIEPKATHEMHH:

-HEI0CTaTOYHOE [I0TPEOICHHE IHEPTHH.

- MHruouTOpel AII® W aHTaroOHUCTEI PELEenToOpoB aHrvoTeH3uHa II,

KanuiicOeperamomue InypeTHKH, HHIHGUTOPEL KalbLIUHEBPHUHA U IIPOCTArIaH IHHbI

-BBICOKOE MOTpeOeHne Kalusl ¢ el

-alinao3
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Kansuuii u pocdop

TouHbIH KOHTPONb I1a3MeHHoro Ca2+ ocylIecTBIACTCA nocpeacrsom HTT

1 1,25(0OH)2D3. TunoxajbUdeMHusi HHIYUHPYET [OBBIILIEHHE  POAYKUIHH

1,25(OH)D3, mnodeyHsIMM KaHAJbLEBBIMH KIETKaMH  C MOBBIIIEHUEM €ro

LUPKY/IATOPHOTO YPOBHS, YTO NPHUBOJMT K YCHWIEHHIO KHIICHHOM aGcopbuuu

Kaablis. [IOBBIIGHHE KaK CBIBOPOTOYHOIO KaJjblusi, TaK H 1,25(0OH)2D3
OKa3BIBAIOT HE3aBUCHMOE MONABIIONIEe NEeHCTBHE Ha CHHTE3 U CEKPCIHIO ITTT.
MOHM3MpOBaHHBIH  KalbIUH IUIa3Mbl  ABISETCA  OCHOBHAIM perynsTopoM
NapalUTOBHIHBIX XKejle3. [ MIoKalbIIueMUs CTUMYJTUPY T spicBoOOKIenue ITTT u
cuates merntupa IITI, a npw IMTEIbHOH IIEPCHCTEHLHMH MOXET BBI3BATh
BRIPKEHHYIO IIpoudepaluio KIeTOK MapaliTOBUIHBIX XKENes.

Kanbiuii MOXET MOCTYIaTh HpU IIPHEME IpernapaToB Kalblus BMECTE C
BuTaMuHOM D ¥ ero aHazoraMu (OGBMHO KaK B HATHBHOM, TaK M B aKTUBHOH
dopMe), a TaKKe U3 APYTHX HCTOYHHKOB KAIBLM, TAKAX KaK AHaIM3aT C BBICOKMM
conepxanueM Kanbiusd. OCHOBHBEIMH JIMeTHUECKHMU ucTouHuKamu Ca s JeTer
SIBJISTIOTCSI MOJIOKO, MOJIOUHBIE IIPOJIyKTHI, TPYTHOE MOJIOKO M HETCKHE MOJIOYHEBIC
CMecCH.

IT'unepdocdareMus- MpeBbIIEHHE KOHIEHTpalul P cbIBOPOTKH KPOBH BBIIIE
BepXHel rpaHulpl pedepeHCHBIX 3HaYeHHH > 1,48 MMOJIB/NI

o0JlalaeT MHOXECTBOM HEraTMBHBIX 3¢(dekToB: 1) oHa BEI3BIBAET
CHTIEpITapaTHPEOHIu3M  (HE3aBHCHUMO OT IITa3MEHHBIX YpOBHEH KaabLHsd H
1,25(0OH)2D3, nospimas cexpeuuto I1TL,2)cHmkaer noveunsiit cunres 1,25(0OH)
D3, 3) unrubupyer cynpeccusroe neictsuel,25(OH)2D3 na mapamuToBHIHBIS
’Kene3sl U 4) BBI3bIBAET PE3UCTEHTHOCTD KOCTH K [1TT

Hns onpenenenus Haubosiee >G(EKTUBHOM TaKTHKM CHMXKEHUS YPOBHS
docopa cremyeT yuUMTHIBATH Cledylollee: (YHKIUOHATBHBIH BO3MOKHOCTH
GyHKOMK TOHYEK, CHOCOOHOCTh JDKCKpelHMH P; kommyectBo P, [IOCTYIIAIONIEE C
MUTaHAEM M JIeKapcTBaMH; Hanudie BOH; HeoOXoZMMOCTh MapeHTepanbHOro

NUTaHHUs; BBIPAXKEHHOCTL MeTabONHYeCKoro arm03a; 3p¢peKTHBHOCT MPOLENYD
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3aMECTUTEIBHOH [OYEUHOH Tepariiy M BO3MOXKHOCTH HHTEHCH(DHUKALUY A1aTH3HOH
TepaIluK; KOHLEHTPANHMIO (M36BITOK MM HEAOCTAaTOK) BuTaMuHa [I; paBuiibHOCTE
IpHeMa MpenaparoB JUTsl CHUXKEHUsI YPOBHS P; TAMeCTb KIMHHYECKHUX [POSIBIEHUH
BI'TIT 1 uyBCcTBUTENBHOCTB KOCTHOM TKaHK K HHTaKTHOMY [ITT".

Heo6xomuMo yMEHBIIUTE IHILEBOH dochop [0 BO3PACTHOH HOPMEI (DRI),
xoraa koHnentpanus [T B CBIBOPOTKe KpOBH HPEBBINIAET LENEBON NHaa3oH 1A
craaun XBII, a yposeHb (ochara B CBIBOPOTKE KpOBM HaXOAMTCHA B Ipejciax
nopmsl. Ha done runopocdarHoii IMeTsl -KoHTPOIs ypoBHS (pochopa B CHIBOPOTKE
KpOBHU He pexe, 4eM 1 pa3 B 3 mecsina npu XBII 3-4 cTaguy U €KEeMECSUHO IIPpH
XBIT 5 cr. [ToMHUMO NMIIEBOro Opraguyeckoro dochopa He ciemxyet 3absBaTk 00
orpaHuveHuy NoTpebieHus HeopraHudeckoro P, comepiallerocs B IHIICBBIX
noGaBkax (aHTHoKcHanTel: E338-E343, E442, E450-E452, sMyIeraTophl: E544-
ES545)

MHorouncienusle  3bdektsl  gedumura 25(0H)D3  u  1,25(0H)2D3,
runoxkansiivemMud H runepdocharemun mpu  XbII BemyT K BTOPHYHOMY
runepnapaTapeonmsMy. llepcucTUpyrOIui rHIepIIapaTHPEOUIN3M HHIYIPYET
OIIpe/ieIeHHBIE H3MEHEHNs B MOP(HONOTUH ¥ QYHKUMH IapaIliTOBUIHON KeTe3bl.
IMponudepaliid apaTUPEOMIHBIX ~ KIE€TOK NPHUBOOMT K mubby3HOMy W
NOJMKIOHATEHOMY, 4@ MHOrZAa W MOHOKIOHAIBHOMY  pPOCTY  KIETOK,

aCcCOLlMHPOBAaHHOMY C o6pa3013aHHeM AICHOMBI.
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Heaenoe mavenne T, ofmero kasinius n HEOPTaNHIeckoro poedopn b CLIBOpoTKe

KPoBit B 3asuenmoctn o1 v XbI1

[___.w_,-.._-,h,,w,: _ N Haunouasn
Pexomenamuy Pexonmenanmn ¢ PekoMen i
Hoxazatens NFK-KDOOI, ) ' gy
' o l’()()‘» Sl KDIGO, 2009 pekomer g | KDIGO, 2017
T 2010
Hurakrawit TTT
(uriae)
CKd: 30-39 35-70 130-585 35-70
15-29 70-110 sGerars yposust | 70-110
<ISasursmn | 150-300 HTT<2N u =ON 70-130
Aianu 130-300
o ST T35 - i -
Gospop 113-1,78 0,114 0.81-1.45 0.81-1,45
(MMOJIB 1) (1.55-2.4 10 3 mec)
Nasstinii A e iy
5
nonnsnposatnsiit | 2,10-2.37 7;'3 e 2,1-2,55 2,15-2.55
e (2,2-2.8 (;10 3 mec)
{(zn10016/71)
CaxP <44
{(MMOJILY 11 %) (<35 M7/wr)
Bospacr Mocdop Kansunii Kamsusii-
{ MMOJIBT) (MMONIB/T) | HOHH3HPOBAHHKILT
(MMOAB/)
0-3 mec 1,55-2.39 2.05--2,73 1,1-1.48
1-5 ner 1,45-2.1 2.25-2.75 1,16-1,22
0-12 ner 1.16-1.87 3,227 1,12-1.23
13-18 ser 0,74-1,45 2,1-2.535 1,2-1.38

Buramun /I

Heduiur BuramuHa D HeJaBHO IONYYMI HOBOE  OIpeelICHHE:
cbIBOpoTOYHBIN ypoBeHb 25(0H) D3 >30 nr/mna sBnsercs HopmanbHbM, a 20-30
HI/MJI CyOHOPMAJIBHBIM; [I0KA3aTeNH Hike 20 HI/MI yKa3sIBAarOT HA BBIPAXKEHHBIHN
gepuuut BuTamuHa D. CHmxernue 25(OH)D3 mpoucxonuT 3a cHeT NHETHUECKHX
OrpaHWYEHUN, MAJOMOANMKHOr0o o0pa3a U3HH M CHHJKEHHS COJHEYHOM
3KCIIO3UIHUM, YTO U CBOK) OUEPEb, IIPUBOJIUT K MEIIIEYHOH ciabocTh, GoyisM B
KOCTSIX U IIPOT'PECCHPOBAHUIO PEHAIIbHOM OCTEONAaTHH.

Hapymenus  meraGommsma  1,25(OH)2D3  npu  XBIT:  25(OH)D3
KOHBEPTHPYETCS B CUCTeMHO aKkTUBHbIA 1,25(0OH)2D3 noveudniM 2H3UMOM 1-

anbga-ruapokcwiason. Ilporpeccupyromas moteps HMHTaKTHOH — [1OYEYHOM
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NAPEHXHMBbI, HU3KHH ypoBenb 25(OH)D3 u nossiienHoe BoicBobokaenne FGF-23
M3 KOCTH BEIYT K CHIKEHHIO uHpKyaupytowero 1,25(0H)2D3 u nocnenyroemy
CHIDKEHHIO KHIIewHOW abcopOummn Kanbuusi M runokanbuuemuu. Yposenb ITTT
TUTa3Mbl B OTBET HA 3TO MOBBIILAETCS, 4TOOBI NOIepXKaTh KaJbLIHEBBIA roMeocTas u
CTHMYNIHpOBaTh l-ansda-ruppokcunasy. Orcrona ciemayer, 4To B IPHCYTCTBHHM
PHIlepIIapaTHPEOMIM3Ma JaXe HOpMalbHbeId ypoBeHb 1,25(0OH)2D3  nomxeH
paccMaTpuBathes  kak  Huskud. 1,25(OH)2D3  KOHTponMpyeT — (yHKLHIO
MapanMTOBUIHBIX JKEe3, He TOJbKO MOIYJHPYS YPOBEHb HOHH3MPOBAHHOIO
KabLHs IUTa3MBI, HO M HENOCPeACTBEHHO MojaBnss TpaHckpummio rena ITTT.
Bonee toro, 1,25(0OH)2D3 Bemer K MOBBIIEHHIO YYyBCTBUTEIBHOCTH
MApalMTOBHAHBIX JKele3 K HMOHW3MPOBaHHOMY Kanbluioo. B To ke Bpems,
TUIIOKaNbLHeMHs HHrubupyeT Aekicteue ButammHa D. 1,25(OH)2D3 perynupyer
nponudepalyo MapaTUPEeOUIHbIX KIETOK, M €ro HH3KWe YPOBHH MPOBOLHMPYIOT
THTIEPTUIA3UIO TapaIlllUTOBUAHEIX JKeJle3.

Teparmust ¢ Ha3HaueHWs HATUBHOIO BHTammHa D © ero aHaioroB
(sproxanbimepon wia Konekamsiuepon) npu XbII 2-5D cr., xorga ypoBHA
25(0OH)D B criBopoTKe KpoBH HIpKe 30 HI/MIL.

Crarye suraynua D

Konuewrpauns Buramisa D B

CLIPOTOTKE KPOBH | o erenme Corntonas naan BiTe aD
(Hocneaosaaus yposus 25-OH NPCACHCHHE TAPTOBAS 103 BHTAMIHA
wirrasniua A B kposu) (Hr/ma)
<5 Towenntit redmr o l:jl,:’?)-‘l‘ N 4 e

’ Jatee 4000 Epfeyr
<20 Sedumiurr 4000 Exveyr 12 nep
2030 HestocraronnocTs 2000 Exfeyr 12 nest
30100 Hopaa BOSMOKHO CHiKenue 103b)
=100 Bonoskaa Tokenayoers | Oryena

Hatpwuii u 6ukapéonar

[unonaTpuemueit cuntaeTcs mokasarens Na menee 120 MMostb/nt

Tpebosanus k norpetnenuto HaTpus (Na), Boasl u OukapboHaTa 3aBHCST OT
3a6onesanus, crasiiero npuurHoi XbII.

-c mucrnasueit 1 CACUT 00bI14HO Heob6xonuma gotanua Na, 6ukapOoHarta u

BOJ(bI. DTO CBA3aHO BBIPWKEHHOCTBIO TyOYISIPHBIX HapyIIeHHH, MPHBOASIIHX K
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CHIKeHMIO peabeopbimn Na, GukapboHaTa n Bojbl. [l1s1 TAKHX [ieTell XapaKTepHa
TIONHYPHUS H MOJIMIAUIICHS, OHH CKJIOHHBI K ITH30/1aM JIEKOMITEHCAIlMH C pa3BUTHEM
runoBosiemud 1 OIIT. Tlpu XBIT 4-5 c¢r., Kak npaBuI0, HEOOXOAUMO OrPaHHYCHHE
conu. Ype3sMepHOe OrpaHMYEHHE COJIM MOXKET NIPHBECTH K COOCTBEHHBIM pHCKaM,
TAKHM KaK CTHMYJIALHS PEHHHAIBI0OCTEPOHOBOM OCH, BBIPAOOTKA KaTeXOJIaMHHOB
H JTHCITHITHIEMHSL.

-paHHEro0 BO3pacTa, HaXOMAIIMecs Ha IEPUTOHEAIbHOM IHAIA3C I13)
TEPSIOT Ype3MEepHOe KOJNHYECTBO HATPHS C MOYOH U [HAIM3aTOM M HYXAAIOTCA B
nortauuu Na.

-BCIIEICTBHE [JIOMEPYJIONATHI, KaK [TPaBIIIO, 3a/IepXXuBaroT Na 1 BOZY, 4TO
criocobeTByeT pasutuio A Takum feTsaM ciaefyeT COOMIOAaTh IHETY 0e3
J00aBJIeHHs COJIN.

-Ha ()OHE IEPBUYHBIX TJIOMEPYIAPHBIX 3a00JeBaHUN WM TPH OJIMUIYPUH
orpaHMYHTL MoTpebienue Harpus 1o 1500-2400 mr/cyT [UIS CHMDKEHHS PHCKOB
pa3sBUTHA OTEKOB H  apTEPHANIBHOM  THIEPTEH3MM  INPH  OTCYTCTBHH
IIPOTHBOIIOKa3aHHH, HarpuMmep TaKHX KaK, COJIBTEPSIOIIHE
TyGy IOMHTEpCTHUMANbHEIE HE(DPOTIATHH, JHL@ C IHIOTCH3UEH MPH OTCYTCTBHHU

CCpI[C‘IHOﬁ HEeJIOCTAaTOYHOCTH, HIIM JIUIIA, IIPeApacIIOIOKCHHBIC K TUIIOBOJICMHH

MeraGondecKHil aUHA03 Pa3BHBAETCA B PE3YJHTATE yCHICHHOIO
karabonusma ~ [pM  HYTPUTHBHOH  HEIOCTATOYHOCTH M BCIEACTBHE
KaTacTPOGHIECKOro MaJeHHs TOYeYHbIX GYHKLUH, B TOM 4HUC/Ie KAHANBLEBBIX I10
peaGcopGiuu Grxap6OHATa U CEKPELIHH HOHOB BOXOPO/A. ALIUI03 SBJISCTCS YACTEIO
CHMITOMOKOMILIEKCA YPEMHUUYECKOH HMHTOKCHKAUUM ¥ CyLIECTBEHHO YXYIIIaeT
CaMoYyBCTBUE GONBHBIX, YCKOPAs POrpeccHpoBanme Gomestu moyek. CTHMY IsiHs
JIBIXATEJBHOrO ILEHTpa B CTBOJE MO3ra MPHBOJHT K THIEPBEHTHISLUM LT
KoMIteHcauuy ammposa myTtem dmumuHampun CO2Z. B pesynpraTe y NalldEHTOB

MOYKeT HabI0AaTLCs pa3nidHas [0 CTEIIeHH BRIPaKeHHOCTH ofibiiika. Kpome Toro,

y GONBHBIX MOTYT OTMEYaThCH GonM B TpyAM, TaXWKapaus, COJOBHas OO,
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CIyTAHHOCTB CO3HaHMs], cJ1ab0oCcTh, 6OJIM B KOCTSIX, CHIDKEHHE alllleTUTa, TOIIHOTa U
pBOTa.

Tpebyetcs koppekuus MeTaboIHUecKoro auuaosa (1o ypoBHsa 6ukapboHara
B CBIBOpPOTKe >22 MOKB/) ¢ Ha3HaueHHeM HATpus ruapokapboHarta** y nerei,
HaXOMSIIUXCH Ha JUAH3€ CIENyeT y4ecTh, YTO UCTOYHUKOM OuKapOoHaTa MOTYT
OBITH TaKXe AUaTH3HbIe pacTBophl Ha ocHoBe HCO3 unu HaTpus JiakTaTta pacTBOP
CJIOHBIH (Kalus XJIOpH + KaJIbIUs XJIOpU + HaTpUA XJIOpUI + HATPpUs jakrar)**.

3aMecTuTeNbHAs Tepamds HATpus TuapokapboHaTtoM™*  mpoBoguTcsi B

HadaJIbHOM J103e 1 MMOIB/KI/CYT pa3fefeHHbIe Ha ABa-U€ThIpe IpreMa.

IHoyeuynas ocreoancTpodusn

['ucronornyeckue U3MEHEHHs I'yO4YaToro W KOPTHUKAJIBHOIO CIIOEB KOCTH,
HHIYLHUPOBaHHEIE THIIEPIIAPATHPEOUAU3MOM ¥ Hu3kuM ypoBHeM 1,25(0H)2D3
XOpOIIO K3BECTHHI Kak MoYedHas ocTeoaucTtpodus. Y HeJedeHbIX IalUeHTOB
Hu3kas mpomykumm  1,25(OH)2D3  BBI3BIBAaET OCTEOMANSITHIO 332  CYET
UHIHOMpPOBaHMUs Ipollecca MUHEPAIM3alMU. [HMCTOJIOrMYeCKMMM TIpU3HAKaMU
ABISIIOTCSL  PACIIHpPEHHBIE OCTEOUIHBIE IIPOCIONHKH, IIOBBIIICHWE IIPOLIEHTA
TpaOeKyJISIpHBIX IIOBEPXHOCTEH, IOKPBITBIX OCTEOOUIHOW TKAHBIO, M CHUKEHUE
ckopocTd (opMHpOBaHHMsA KOCTH. JIpyrumM daxTopamu, Yy4YacTBYIOIUMMHU B
Pa3BUTHH OCTEOMAJLAIMH, CIIyKaT JeHIUT BUTaMuHa D, MeTabonuaeckuii anumos,
runopocdareMus, THIPOOKHUCH AMIOMHHUA, (QTOp H CTpoHUMH. BTOpUUHEIA
TUIIepIIapaTUPEOUaN3M  XapakTepusyercs (QuUOpo3oM  KOCTHOTO Mo3ra H
TIOBBILICHHEM CKOPOCTH KOCTHOIO MeTabOoJM3Ma, HYTO BKIKYAET KaK KOCTHYEO
pesopbumio, Tak u Kkocreobpasosanue. [loBblmieHHas pesopbums o6yciIoBiIeHa
YBEIMYEHHEM 4YHCa M aKTUBHOCTH OCTEOKIAcTOB. Tarke KocTeoGpa3oBaHume
XapaKTepU3yeTCs MOBBILEHUEM YHCIA OCTEOONACTOB M OTJIOXKEHHEM OCTEOMIIA.
Kocteobpa3oBanue u pe3opOnus peryTHPYIOTCS He TONBKO OCTEOBIACTAMH U

OCTEKJIaCTaMH, HO M OCTECOLHTAMH, HMEIIIHUMH TMEPBOCTEIIEHHOE 3HA4YEHUHE B

KOCTHOM MeTaboiuzMe.
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Backynmsipras kansundukauus (BK). Juddy3Hble MUHEPATbHbIE ACTIO3UTHL B

MEIMH apTepUalbHO CcTeHKH (Kaibludukauus MeauH) SBJISIOTCS TUIWYHBIMH

M3MEHEeHUsAMH, HabmonaeMpiMi y B3pocnsix U gereil ¢ XBIL. [magkomeimeyHbre

KIETKH  cOCyaoB  obnamalor  crmocobHoctbro  aubdepeHunpoBKH B

ocTeobnacTiono6HbIe KIETKH B IPOLIECCE, CTUMYIIHPYeMOM GOocpOpOM U IpyTHMH

ypPEMHUYECKMMH TOKCHHaMK. OcTeo01acTioo6HbIe KIIETKH MOTIyT IIPOXYy IUPOBAThH
IPOTEMHBl KOCTHOrO MeTpHKCa ¢ 0Opa3oBaHMeM TKaHH, HaNOMUHAIOICH
HEMHHEPAH30BaHHBIA OCTEOH]. JTa TKaHb MOXKET MOABEPraThCs MUHCpaIU3allii
¢ 06pa3oBaHHEM MHHEPATM3OBAHHBIX BACKYJIIPHEIX CTPYKTYp. Takum obpazoM,
BackyapHas kamsrméuxanus (BK) moxker paccMaTpuBaThCA KaK OCTONHEHHE
paccTpolCTB KOCTHOTO M MUHepaisHOro MeTobonusma npu XbIL. Jpyro# dopmoi
BK Menuu sBisieTcs KaablU(UIHAPYIOMas ypeMUUecKas apTepHOJIONaTHsI, TaloKe
m3BecTHAsS Kak Kanbuubuiakcus. OTo 3aboyneBaHWe TIPEACTaBIIACT coboi
HeKPOTHM3MPYIOIlee TIOPKEHHE KOXKH, OOYCIOBIEHHOE KanblU(HKAlHeH MeIuu

KOXXHBIX U IIOJKOXXHBIX apTECPHOJL.
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Jleyenue

@ochaT-cBA3BLIBAIOIIHE NPENnapaThbl (Ppocpar-6unaepni)

®yHKIMA [PenapaToB lsl JIEYSHHs TUIepKaIieMin 1 runepdochaTeMnun
(docdaT-cBA3BIBAIOILNX nperrapaTOB/6HH11epOB) 3aKJIroUaeTcs B IMpefoTBpallleHHH

BcachiBaHuA (Gocdopa ¢ MHIIEH.

B xagecTBe NepBoi TUHIHK PochaT-OMHIEPOB chonb3yfoT0ﬂ COJTY KaJIbIIHs.
Ouw 061a1aloT OrpaHUYeHHON CTOCOOHOCTBIO CBA3BIBAT dochar. Tpebyemas 1032
3ABACHT OT KOHYecTBa oTpebisieMoro docdara 4 0OBIYHO COCTABIILET HECKOILKO
rpaMMOB B [ICHb. AGcopOrpiss  Kajuplus BBICOKa H MOXET BbI3BaTh
runepkaisuiemMuro. Kanpuuiiconepiariye docdar-OuBIePs! JA0DKHEI HA3HAYATECA
BO BpeMs efbl, WHade abcopbupyercs Gonbire Kaublud H 3aJlepKUBacTCsd B
KHIIeyHHKe MeHble ¢ocdaTta. ALeTaT KaJlbIUA CBA3BIBACT 6onsire docdopa Ha
CIMHAIY KaNbIUs YeM KapOOHAT KalblMsi, 9TO IIO3BOJAET HCIOJIL30BATE bonee
BHICOKHE MO3bl M YIyHUITHTH KOHTPONE (ochara. OXHAKO 3TO COMPOBOMKAAETCH
GOJIBITM YHCIIOM racTPOUHTECTHHAIBHBIX 11000YHBIX a¢hdexToB.
AmomuEmHconepxamue Gocdar-GuHaepsl Hauboee SQPEKTHBHBL B CBA3BIBAHMH
docdara, HO MOIYT BBI3BATH IOMHHHEBYIO MHTOKCHKALHIO. KpaTtkoBpeMeHHOE
Ha3HAYEHHe HTHX IIPerapaToB B MaKCHMaTBHOH 103e 30 MI/KT B IEHb MOXET OBITH
ONpaBIAHO KaK Tepalls CraceHds. be3ycloBHO, NPOAOIDKHTCIBHOCTE aTOH
TepaliH JOJKHA ObITh orpanudeHa. Cesernamep ruIpOXIOPH/ PENCTABIACT coboii
[HPOTENb TIONHA/UIHIaMIHA, yCTORYHBHIH K JeTpanaluu B IHIIEBAPUTETLHON
CHCTEMe M MOJTOMY HE BCachlBaloluiics B Heil. Jlantama xapOoHaT CBS3bIBAET
docdop B KUIIeUHHKE Oojiee 5} peKTUBHO, YeM KapOOHAT KaJIbLMs U CeBeliamep.

OnHaKo, JIAHTaH YaCTHYHO abcopOMpYeTCs ¥ H3-32 3TOTO B HACTOMALIES BpeMs He

PEKOMEH/I0BaH sl eTeH.
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JleweHue ronepKajiHeMHH

OCHOBHBIMM HCTOUHHKAMH KaJIMs ISl MIIaZIeHLEB ABISETCA IPyAHOC MOJIOKO
WIH MOJOYHAS CMeCh, JUIsl JieTeil ¥ MOAPOCTKOB — MOJIOKO, KapTo(hesb, OBOLIM,
Kpymnbl, GpykTel, Msaco. IluieBere n00aBKM, COAepiallue CoJu — Kamui,
CIIOCOBGCTBYIOT YBEIMUCHHIO €ro IOTpebIeH sl

V gereilf OrpaHHYHTH [OTpeO/eHHe Kalud [0 40-120 Mr/xr/meHs s
MUIALEHLEB W JeTell MIaamero Bospacta u 30-40 MI/Kr/IeHb uisi AeTel cTapiIero
BO3pacTa.

[Tpu ypoBHe Kayus >06,5 MMOJIB/II [IOKa3aHO POBEACHNE AUaTN3a.

B requaTpHUecKoil MPaKTHKe AOCTYIMHO 2 JIEKapCTBEHHBIX CpenCTBa Ui
SHTEPOCOPOILHK KaTHs: KaNblHsl IONACTHPOINCYIbQOHAT — KaTHOHOOOMeHHas
cMoia, KOTopas BBICBOOOXH@ET KalblWi B KHIIEYHHKE H CBI3BIBACT KaJTni;
pesoHnyM A/keokcanaT (aKTHBHOE BEIIECTBO: Cyib(QOHAT IONUCTEpOIa HATPUsL)
(6HoToriecKn akTHBHas H00aBKa) — HOHHOOOMEHHas CMOa, BBICBOOOXK AAOIIas
HOHBI HATPHYS ¥ 3aMEHSIONIAsd UMU HOHBI Kaus.

Karbiust oMMCTHpoNcyTb(oHar ucnonabsyercss B gose 0,5-1 r/kr/cyt. B 1
MepHOH JoXKe copbrcTeputa conepxures 20 r mopomika. PaccuntanHsiii 00beM
mopomka pasMelunBaercss B 150 mu Bomsl. IlpuHnMath BO Bpems ensl, B 3
pasieNieHHbIX IIpAeMa B Tedenue 24 4.

PesonnyM A (Keokcanat) HCHoNb3yeTes U3 pacuera 1 r/kr/cyT. OqHa MepHas
JOXKKA COOTBETCTBYeT 15T mopomika. PaccydTaHHbI 00BeM  IOpOIIKa
pasmemmBaercs B 100-150 mir xxuKocTH. 1'0TOBBIN pacTBOp IPHHUMAThH BO BpeMs
ensl, 10 1-4 pas/cyr. [lpu ypoBHE KaJusi <5 MMOJIB/JI IIpeniapathl CAe yeT OTMEHHTb.
ITpu ypoBHe Kajust >5 MMONB/JI CIeyeT BO30OHOBHTS.

Ecnu mpemapaT Henb3sl AaBaTh IMEPOPaNbHO, 1032 MOXKET ObITh BBEICHA
PEKTaIBHO, B KONMIECTBE [IePOPANbHOMN, Pa3BENCHHOM B TeX )K€ IPOIIOPLIUIX.

Onnako ocobass OCTOPOXKHOCTh TPeByeTcst MpH peKTAILHOM Ha3HAYEHUH
JIETAM ¥ HOBOPOXJCHHBIM, T.K. H30BITOYHAS 71034 WM HeaneKBAaTHOE pa3BeleHHe
MOryT IPUBOJUTE K 3aICPXKKE K&THOHOO6MGHHOPI OOMEHHOM CMOJIBI B KHITIEUHHKE,

Puck  xenmyo4HO-KHIICYHOrO KPOBOTEYEHMs WM HeKpo3a TOJCTON KHIIKH
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MOAPasyMeBaeT, YTo 0c000e BHUMAHHE JO/DKHO YAIATECA B CIIydasX Ha3HAYCHHMs
HCNOHOLICHHBIM JICTSIM Ml HOBOPOXKICHHBIM C HU3KOH Maccoii Tena, yrpoXkaeMpix
10 HEKPOTHYECKOMY DHTEPOKOJIHTY.

BuyTpusenno u3 npenaparos mcnomesyercs: 10% Ca rokomar 10-15

MIVKT 3a 5-15 Mun u Ca xyopux 10% 10 Mr/xr B/B 3a 5-15 MuH.

KOIK“(‘])H}I FHBHOC JCUCHUC VHDEPRAIIEM I

- citerspue
[penapm Aoza A
HAYA10 JUIRTCALHOCTD
10% pacrsop wansius | 0,5-1 skr w's, B tedenne 5-10 o Ilo 2 vacos
rimokonara ¥ MisH, 3-4 pasa 8 cyTkn = -
; 12 'l ke passecrn B 10%

R4% pacteop warpus I e B . ,
) Gt PACTBOPE 'MIOKO3L! B cCooTHOWENHH | 30 MHHYT 1-2 yaca
riapokaposarta : °

1:2 w/s, B veucune 10-20 mun
20% pacTsop
HEKCTPo3h ¥ ¥ ¢ | 2 ma/kr (0.5 1/xr) v/n. kanesanuo B
HHCY/THHOM Teuenye 3 sumyr ¢ lobasacaue
HeyiL Y MK 60 Munyr 5-6 yacon
PACTBOPHMBIN 0.1 Ewwxr wueysnmma (1 En :
(HCIOBEIETKIM ICHHO- | HHCY/IHHA Hil 4 KI' IT1H0KO3b!)
HHACHCPHBIM
Kanbins o ey

0,5-1 réxrieyr, passmeinansnie ~ n
noaucTuponcyasdonar | ]
o , - 150 aur suaKkocTH, NpHEHMATL BO
(Karnonoobmennas 2 ;

BPOMSA ejthl, 3 paza/eyr
CMOZ)
Pesonnym . .
X T L i Kasnit <5 MMOJIB/
A/keoxcanar ~
o N e FHTCPOCOPOLIIO KAITHS OTMEHUTD
VARTHSNOT | ROHISCIED: Kanudi =5 sMmons/n surepocobunio
cynsponar 1 w/Rrfeyr. pasmentannsie ~ » 100- ' SR

o ‘ Ka/Hs BOSOGHOBHTH

NOHCTCPONL 150 Mo #GeIKOCTH, NPHHEMATL BO
HATPHS )(OHONOINUECKN | BPEMS ¢/ihi ;
AKTHBHAN jpodapka)
(HonooOmennas
CMOIR)

Koppexuust runonaTpueMun
Heo6xo0quMo mocTeneHHOE MOBBIIIEHNE JaHHOTO Tokasareis 10% NaCl 5-8
MI/KI B TeueHHe 2-3 4acos.

@opmyJsia, O KOTOPOH MOXHO TOYHO pacCYMTaTh  HOPMATHBHEIN
rokasaTelb s ONpeAeIEHHOrO IallieHTa:

Na mmose = [ Na xein. — daxt Na] x 0,8 x Bec
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Tepanust BuTamunom D u ero anajioramu pasjeiesa Ha 2 stana: 1-# -
MHTEHCHBHOE BOCCTAHOBJIEHHE KOHIIEHTpAlMM BUTAMUHA D (IPOJO/KUTENEHOCTE
1o 3 Mecsues nox koutponeM 25(0OH)D); 2-i - mogaepxuBaomas dasa.

Jo3s! xonekansidepona 800-1000 EIl/kr B Henemo B TedeHue 12 Henens
no3BoNAIOT 3(GdeKTuBHO KoppekTuposath ypoBeHb 25(OH)D u mpuBOIST K
cuwxenuro ullTT

Jis xoppexuun BITIT npu Hemocratounoctd (20-29 Hr/mn) u neduiute
(<20 mr/mn) BuTamMuHEa D HeoOXomuMo AOCTHXKEHHE KoHIeHTparmn 30-50 HI/MIL
Jleuenue KoyekamblubepoaoM™™® cienyer MNpeKpaTHTh, €CJIM KOHICHTpaluid
25(OH)D B CcBIBOpOTKe MpeBbimiaer >50 HI/MI H/WIKM KOTJa YPOBEHb ob11ero
KaJIbIUs B CEIBOPOTKE mpeBbimaet 10,5 mr/mt (2,62 MMOJIB/).

anwenrtam ¢ XBIT 3-5D craguu ¢ yposrem ulITI BEIIIe HeNeBbIX 3HAYCHHI
¥ HOpMalIbHOH KoHIerTpamyeit 25(OH)D 1 mpH OTCYTCTBHH NPOTHBOIIOKA3aHUH C
nensro koppekuuu BITIT Ha3HauUTL 6a30BYI0 TEPAIIHIO aKTHBHEIMU MeTabONUTAMHU
puTamuHa D © ero anagoramu (anbhakansiuaonoM* ¥, #kanpuTpuonoM™* (1etsam
¢ Maccoit Tena <10 xr — 0,05 MKT 4epe3 neHb, ¢ Maccoit Tenal0-20 xr — 0,1 - 0.15

MKT e)KeIHeBHO, ¢ Maccol Tena >20 kr — 0,25 Mxr exxenseBHO [129])

I[Tociie Hayaia TepaluK YPOBHU Kanblus U Gochopa B CEIBOPOTKE CIEMTYET
M3MepATh HE PEKe OIHOTO Pa3a B Mecdll (TiepBble 3 Mecsilia), Jajlee - He peXe OHOTO
pasa B TpH MecsIa.

Kanbuurpuoa u l-aakpa ruapoxcuButamun D Haubojiee dYacTo
HCIIONB3YIOTCS Y JeTed s KOMIICHCALMM CHIDKEHHOW aKTHBHOCTH -a-
TMIPOKCUIIA3BI %8 PeJOTBPAILICHHS " KOHTPONS BTOPUYHOTO
runepnapaTpeonansMa. EBporelickie peKOMEH/alliy 10 IIPHeMY OT 5 10 HI/KT B
JleHh He OCHOBaHbl Ha TBEPABIX JOKa3aTeNnbCcTBaX. JIEHCTBUTENBHO, HET
IOATBEPHKAEHHA, YTO KANBIUTPHON MOJDKSH [O3MPOBAThCS B COOTBETCTBHH C
Mmaccoit Tena. s m3bexadus THIEpKAbIUEMIH TIPeCTaBIseTCss 060CHOBAHHON
HM3Kas Jo3a kanpnuTpuosa (125 HT B fHeHb MM dYepe3 JeHb). B cimydae
HApACTAIOLIEr0 THIeprapaTHPEOHIU3Ma MOTYT OBITh KCHONB30BaHbl Goiee

BBICOKHE J03bI [I0J] KOHTPOJIEM CBIBOPOTOYHOIO KAJBIHsI U GocdaTa. KanbLuTpro
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YCHIIMBAeT KHuIeuHyio abcopOiuio He ToNbKO Kalbluus, HO U pocdara. Jlns Toro
9TOOBI CHH3HTh KHIIEUHYIO abcopOuuio Kaibius U gocdara, COXpaHHUB MOTEHLHAT
B otHomenud nonasinenus [1TI, Gputi pa3paboTaHbl CHHTETHYECKHE aHAIOIM
BUTaMHHA  D:22-oxcukanbuuTpuon,  19-sHop-1,25-TuruapokcMBUTaMUAH D2
(napuKaIbUUTPHON) U 1-a-THAPOKCHBUTAMHH D2 (noxcepkanbuudepoin).

BuramMuBbI

[Tanmentam ¢ XBIT 2-5D craguu npueM THaMHHa B 103€ 0,2-1 mr/cyT. B
3aBHCHMOCTH OT BO3pacTa C LEJBI0 KOPPEKIMH ero AedHuInTa.

Pexomennyertcs y maudesToB ¢ XBI12-5D cragwu npuemM nupupokcuna( B6)
B 1103e 5 - 25 MI/cyT B TeueHne 3 Hepenb (mogpocTkam 10-20 Mr/cyT), nanee — 2,5-
5 mr/cyt [175] ¢ uenpro KOppeluy ero qe@uuuTa.

Taxoxe gotanus GoIMeBOM KMCIOTHI B J103€ 2,5-5 MI/CYT C LEJIBIO KOPPEKITHH
ee nedunura.

Koppekuusi Mera6osnueckoro ammaosa (1o ypoBHA OuxapOoHata B
CHIBOPOTKE >22 MDKB/I) C Ha3HaYeHIeM HaTPHs rIpoKapOoHaTa B HAYAIBHOU 103¢e
1 MMOJIB/KT/CYT pa3jielicHHbIe Ha IBa-4eThIpE NpUeMa. Y NeTed, HaxXOISIMXCs Ha
nuanM3e clefyeT y4ecTb, YTO HCTOYHMKOM OuKapOoHaTa MOTYT OBITh TaKXKe
nuanusHele pactBopsl Ha ocHoBe HCO3 mnM HaTpus JaKTaTa pacTBOP CIOXHEIA

(KaJIus XJIOpHL + KAJbIAst XJIOPH + HATPHs XJIOPH + HATPHSA JaKTaT)™™*.

KaapnuMuMeTHKH

KalpIIMMMETHKH [PEACTaBIsIOT CcOOOH HOBBIA KjIacc IIPeraparos,
CBSI3BIBAIOIINXCS ¢ KaJNBIUMHYYBCTBUTEIBHBIMA DPELENTOPaMH MapaldTOBHIHEIX
’eJsie3, MOBLIIIAs WX YYBCTBHTEIBHOCTh K MOHH3HMPOBAHHOMY KAJBIHIO K 38 CYET
3TOI'0 BBI3BIBasA CHIDKEHME IIa3MeHHBIX YpoBHeH ITTT mourtu Ha 80%. DTot addexr
B OOJBILONW CTENEHH He3aBUCUM OT OasanbHbIX ypoBHed IITI u docdata, yTo
MO3BOJISIET KOHTPOJIMPOBaTh (MYHKUHIO MApallMTOBHAHOW JKeJIe3bl Jaxe vy
NaygueHToB ¢ pepakTepHbIM K JIPYTUM BO3AEHCTBHSIM THIIEPIIapaTHPEOUTUIMOM.
EnuHCcTBEHHBIM 0100pEHHBIM Ha CEMONHSIIHUN IeHb KaTbl[MMUMETHKOM SBIISIETCS

CHUHaKaJIbLECT. CuBaxkanbpUeT TaKKe CHIDKaeT CbIBOPOTOYHBIC YPOBHH KaJlbLIUA H
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docdara, BEPOSTHO 3a CUET YCHICHIHS JCTO3NIIHH MUHEPAIOB B KOCTHOI TKaHH. B
HACTOSIICE BPEMS H3YHACTCS!, ClIOCOOHDI JIH KaJILUMMHMETHKH OKa3bIBaTh BAHSHUC
HA TAKHE KOHEUHbIC TOUKH HaOJoJeHui, KaKk KocTHas M cepicyHOCOCyHCTasd
3a0oseBaeMocTh. OCHOBHBIMH NMOGOUHBIMH D (heKrTamMu ATUX MPENapaToB BJIAI0OTCA
TOLIHOTA, PBOTA H THNOKanbLeMun. Hcernonpsyemble y fieTel 10361 BapLHPYIOT OT
0,25 1o 1,50 mr/xr B nenb. JJo cux nop He Habmr0Aan0Ch HETraTUBHBIX BO3/E€HCTBUM

npenapara Ha pocT.

IlapaTHpPOHIIKTOMHSA

HecMoTps Ha MHTEHCHBHOE JledeHHe BuTaMuHoM D U docdar-bunnepamy,
HekoTopble neTH ¢ XBI1 MoryT pa3BUTh pedpakTepHbIH THIIEpHapaTUPEOUIHU3M,
0c0beHHO KOT/ia TIOYeYHasi TPAHCIIIAHTALIMS He MOXEeT OBIT BBIIIOJHEHA B TCUCHHE
JUTHTENIBHOTO BpeMeHH. HeoTIOXHBIMH MOKa3aHWAMH K MapaTUPOUIIKTOMHHU
SBIIIIOTCS  TIEPEUCTHpYIOIasd W  pelUAUBUpYIOINas TIUNepKaJbLUEMHS |
MIPOrpeCCHPYIOIIAsi BHEKOCTHAS KalbLU(HUKALIUS.

Jlo cux rmop HEW3BECTHO, CHUXKAET JIM aJiekBaTHoe NeueHnue 25(0OH) D3 w/unu
KalbIIUMHUMETHKAMH  HeoOXOJMMOCTh  Mapa  THPOMISIKTOMHH. TOTalbHas
MapaTHPOUISKTOMUS C ayTOTpaHCIUIAaHTaluWed (dparMeHTOB TKAHH IKeJle3bl B
TIOZKOXKHBIH CJI0H mepennell OPIOIIHON CTEHKH NpPeNIOYTHTENbHEH CcyOTOTaIbHOH
apaTUPOUIIKTOMUH, TTOCKOJIBKY OCTAaBJIEHHBIE HA MECTE YaCTH JKeJe3bl UMEIOT
TEHJICHIIMIO K IIOBTOPHOMY pOCTY, B TO BpeMsi Kak ayTOTPaHCIJIAHTAT Oojee
JOCTYNEH Uil  JUAarHOCTHYECKHX M JjedeOHpIx  mened.  ToTambpHas
NapaTUPOUIIKTOMHUS €3 ay TOTPAHCIUIAHTAIMKE MOXKET [IPUBECTH K TPYAHOCTAM B
KOHTPOJIE KaJbLHEBOr0 FOME0CTa3a, a 0COOEHHO IT0CHe TPAHCIIAHTALMH TTOUKH. B
KayecTBE aJlbTEPHATHBHONW XMPYPrUYECKOH TAKTUKU OblIa MpeuioxkeHa abusuus
TKaHH T1apAIMTOBUAHOM JKese3bl ITAHONOM, HO MOJOGHBIN OMBIT B MEHATPHE
oTCyTcTBYeT.  [locieonepauvOHHBIH  YPOBEHb  MOHHU3MPOBAHHOTO  KAaNbIUA
CbIBOPOTKM TpebyeT TIIATENLHOr0 MOHHUTOPHPOBAHMA W3-33 BO3MOIKHOCTH

Pa3BUTHS CHHIPOMA «TOJIONHOH KOCTHY. 3a cueT 6bIcTporo cHmxenus ITTT pesko

BO3pacTaeT 3axBaT KaJlbLlMA KOCTAMHU CKelera. BOJIB[HI/IHCTBy JieTel B repuon
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HECKOBKHX 4acoB 1ocjie onepaunn Tpefytores MH(y3un NpenapaTos Kajibuus.
Our Moryt OblTh  HAUATBL €O CKOPOCTBIO 0,05 mmoap/kr/a (2 mr/xr/4)
SNEMEHTAPHOTO KAllbIIHs, HO JOJDKHBI TIOCTOSIHHO KOPPEKTHPOBAThCs COTJIACHO
H3MEHEHHSMH YPOBHS HOHH3HPOBAHHOTO KasblLHs ChIBOPOTKH. Undy3un Kanpums
MOTYT OKa3aThes HEOOXOIMMBIMH B T€UEHHE HECKOJIBKUX [HEH ¢ Moceay oM
epOpANbHEIM HA3HAYCHHEM KasbllHsl B TeYeHHE MHOTUX HEJICIIb. B ponojiHeHUe K
3TOMY TIANMEHTHl JODKHBI ITONyYaTh BBICOKHE O3Bl KalbIMTPHONA (mo 2 MKTr B

ILGHB) H MTOJYyYarh AUAIHU3 C BBICOKHM COACPXKaHHCM KaJIbI(Hsl B JUAJIM3HPYIOUIEM

pacTBope.

JluarsocTHKa

-KOHTPOJIb  CBIBOPOTOYHOTO  yPOBHS ~ KaIbLIMA, dbocdopa, IETOIHOH
docdaraspl, IITT y Beex nereit ¢ XBII, Haqunas co 2 cranyH, I JUArHOCTHKHU
MKH-XBI1, orieHKH B AUHAMUKE ¥ KOHTPOJIA JIC€YEHUA.

V namuentos ¢ XBI1 C3a— C3b cT. Heo6X0MM MOHHTOPHHT CBIBOPOTOHOTO
Kanplus ¥ Heoprammdeckoro dochopa kaxasle 6—12 mecsues; a JUId ITTT" Ha
OCHOBE HCXOHOTO ypoBHs U nporpeccupopanus XbIT.

[Ipu XBII C4 cr. oleHMBATh YPOBEHb CHIBOPOTOYHOTO KaNbUMsi M
HEOpPraHU9IeCKOro dochopa kaxzapie 3—6 MecsIeB, I ITTT xaxaele 6—12 MecsLEeB.
ITpu XBIT C5 cT. (BKITIOUAs C5D) MOHUTOPHHT YPOBEHb CHIBOPOTOYHOTO KaJIbI(H
¥ HeOpraHudeckoro ¢pocopa kaxusie 1-3 Mecala; I ITTT kaxnsie 3—6 MecsAUEB.
[Tpu XBI1 C4 — C5D cT. OLIEHHUBATH aKTHBHOCTD IIE0THON dbocoatazel kaxase 12
MeCsIIeB WX Yallle IPX IIOBBIIIEHHOM yPOBHC [ITT s onenku B gunaMuke MKH-
XBIT 1 KOHTPOIA JIEYCHHUH.

IMTamentam ¢ XBII C3a — C5D cr. onpenensts ypoeens 25 (OH) D
(WccnenoBanue ypoBHs 25-OH ButamuHa [| B KpOBH) C LEINBIO oOHapyXeHus
HeJoCTaTOYHOCTH/Hepuuura BUTaMMHa D, ¢ [OBTOPHBIM TECTUPOBAHUEM

TI0Ka3aTens Ha OCHOBE MCXOAHBIX 3HAYEHUH U TepaleBTHYSCKHNX BMEIIATE/IbCTB.
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-MaMepeHHe ypoOBHS TIOpPMOHOB  IIHTOBHAHOW  JKENE3bl, BKIIOYAS
ceiBopoTouHbId TTT u cBoGoxHEIH T3), a TakKe CHIBOPOTOYHBIH ypoBeHb FIDP-1
110 Havana Tepanui CoMaTponuHOM (peKOMOHHAHTHBIH rOpMOH pocTa pI P)

-IpOBEJIEeHHEe TECTHPOBAHHUSA MUWHEpaJbHOH IUIOTHOCTH Koctu (MIIK)
(PEHTreHONEHCHTOMETPHH) [UIS OLIEHKH PHCKA TIEPEIOMa, €CITH PE3yIBTaT MOBIUIET
Ha pelIeHHe O JIeYeHUH

CBoeBpeMeHHast IMardocTuka koctHou narosoruu mpu MKH-XBIT y nerett
HMEeT OYeHb Ba)KHOE 3Ha4YeHHE. BBIABJICHHE CTPYKTYpPHBIX M3MEHEHHH KOCTHOM
TKaHH JI0 Pa3BUTHA HPH3E0IN3a/TIepeoMa U IIpoBeIeHne KOPPEKIIUU Tepallii —
BaXHas 3amada WIg  Heppojora M OpTONeda-clielldaiucTta B 00IacTd

MeTaboTImIecKo 60Ie3HH KOCTH.
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ax v mememe

bornrmeetaw andogene uopaiuposaiies o el pec wposandgs VIR X BT

Bh iy . ¥ ¥ e A AN T S Y v € e CEVBC R 8 R e JAR )
TS Wy SOggeEn. PO TR TET YEMY e sesuit CrnKesiie s wpeina

. ﬁ\ CRRTIRHIE Y ORNY docdharemust ¢ TORKILICHIE 1P Ty K1
Giay AR bl aacvor 23 RGO 2N, cnmmenve cumrea axtusnoi Gopvie
BElaMEna 1) (anusTPRoal, CHINKCHRC  KOHL@HTPALRK  Kalkilns  KposwM,

nowsseuee naparepeoranore ropaona (T Hosutuenne yposust hocdopa u

S HREECHUEC KETLUIHE KDORI ~ LTOYCEME [TYUKOBMC Ibd!\ TOPLL HAMTHSHWY rOMeOCTA G

ool teane gpn XBIL Tlaparupeonanniit ropMon SRISCTCH UCHTPAIBHBIM W

M B OMEXARKIME PEIY ISHHH YPOBMR KAALUKA B opranvime: [Linreiisnas
PEOCPEY KNS DAPDALMTORMAHOR  KeICIbl NPHBOJHT K €€ If'm'lcp‘rpmbnn “
PHDepPnag KN ¢ GopMupoBanies AlcHoMbl. HenpephiBHas CTUMYJIHUM KOCTHOMO
oOmens M QOHE THNCPIAPATHPCOIA BEACT K HAPYUICHUIO  MOASAUPOBAHKUS
CIPVETY Pl KOCTH, HAPY LIEHHIO €¢ IPOMHOCTH ¢ NOCHeAyiomuM GopMuposasues
qegopaanini i nepeaoMos. HoMuMO MaTolorieckux HIMeHeHn KOCTHOR TKaHu
APM BTOPMYMHOM  HEQPOICHHOM  FHOEPNAPATUPEOIE  PAIBUBACTCA  TaKOe
NATOROIMHCCKOE COCTORHNE, KAk KATbUHOHKALUMA COCYAUCTHIX CTEHOK, CTPYKTYD
MHOKEPIA H PALIMYHBEIX MEIKOTKaHHBIX CTPYKTYp. Cneunduveckue acnexTsi
FOCTHOIO metadoniiMa )V JeTell BEIOHAKT HE TOABKO HENPEPBIBHOE KOCTHOS

¢, COYSTAIONICE NPOLECCH OCTeODNaCTHHECKHE U pelopiTuiBsibie,

PCMO

1

1646 BLICORKO IMHAMMYHBIH [POLECC NPOJ0IBHOID POCTA CK/ISTa 30

THHEKR, HTO CYLICCTBCHHO YCOIOWHACT NMOHHMIAHKS

EPAILHOIO ¥ KOCTHOIO ToMmeoctasa Y pedenka ¢ Xbll Hapyuenue pocra

peleina — 0an0 w3 ocuosiux npossiedkit MKH-XbIL Hpu syrom qoctikenne
HOPMA1BHOTO

KOHEMHOLIO POCIE ABITICE CePLCIHOR (IPOO/IeMOR ANM KAMA0ro

naunenta ¢ Xbli

Scanned with DocScan



Jinreparypa

1) Knunuueckue pexoMeHaaunH XpoHHIecKas Gosie3nb novek y gereit. Coro3
neauaTpoB Poccun, TBopUeckoe 00bEIUHEHHE AETCKUX nedposioros, Poccuiickoe

TpaHCIIaHToJIorHYeckoe obmectso. 2022r.
2) TIO. Jlemumosa, K.I. Jlo6anosa «OcoBeHHOCTH  KOPPEKUHUH

MHHCPAJIBHBIX Hapr.IGHI/II:'i Yy HanueHTOB C BTOpUYIHBIM mnepnapa’mpemOM Inpu

XpoHHuUecKoil Gonesuu mouek» PIBOY BO PHMMY um. H.H. Iluporosa

Mumnzzapasa Poccrn, Mocksa 2019

3) Kapnosuu H.B., Moxopt T.B,, CazonoBsa E.I'. KoctHas matoJyioryst IIpH
XpoHIIecKo# Gonesnn modek / OcTeonopos u 0CTeONaTH. — 2022,

4) «Hyperparathyroidism in Chronic Kidney Disease» Tilman B. Driieke
Kenneth R Feingold 1, Bradley Anawalt In: Endotext [Internet]. South Dartmouth
(MA): MDText.com, Inc.; 2021 Oct 18.

5) Phosphate binders, vitamin D and calcimimetics in the management of
chronic kidney disease-mineral bone disorders (CKD-MBD) in children, Katherine
Wesseling-Perry 1, Isidro B Salusky, 2019

6) Pediatric Mineral and Bone Disorder of Chronic Kidney Disease and
Cardiovascular Disease, Kirsten Kusumi 1, Robin Kremsdorf 2, Aadil Kakajiwala
3, John D Mahan 4, 2022

7) Misurac J. Chronic kidney disease in the neonate: etiologies, management,
and outcomes. Semin Fetal Neonatal Med. 2017 Apr;22(2):98-103. dot:

8) Isakova T, Cai X, Lee J, et al; CRIC Study Investigators. Longitudinal
Evolution of Markers of Mineral Metabolism in Patients With CKD: The Chronic
Renal Insufficiency Cohort (CRIC) Study. Am J Kidney Dis. 2020 Feb

Scanned with DocScan




