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* PaxuT (rpeuv. rhahis — cnMHHOW XpebeT) —
3aboneBaHue geTemn rpyaHoro u paHHero
BO3pacTa C pacCTPOUCTBOM
KOoCTeobpa3oBaHMS U HEAOCTATOYHOCTbIO
MWUHEpanus3aunm Kocteun, BeayLimnm
naToreHeTU4eCKNM 3BEHOM KOTOPOro
ABnseTca geduunt ButTammHa D 1 ero
aKTUBHbIX METADONMTOB B Nepuoa
Handoriee MHTEHCUBHOIO POCTa
opraHmama.



e ButamuH-[l-pe3nucteHTHbIN paxuT (hocdaT-
anabeT). Knaccmnyeckum tmn ButaMmuH-L-pe3mcTeHTHOro paxmTa
NMMEET OOMUHAHTHbIW, CLUENSIEHHbIN C XPOMOCOMOW X TUM
HacneagoBaHUS.

e [[eHe3 3aboneBaHna cBA3aH C BbIKIOYEHNEM PErynaTopHOro
reHa X-xpomocombl (HYP-reHa) ona cmHtesa goocdar-
TpaHcnopTHoro benka. C aTumMm edeKkToOM COMNPsSi>KEHO
HapyLleHne NpoLeccoB CUHTe3a 1,25-AUrnapokcmMBMTaMmmnHa B
NoYyKax, XoTa OHO MMEET BTOPUYHbLIN XapaKTep. HapyLueHuns
aKTUBHOIO TpaHcnopTta docdaToB B NOYEYHbLIX KaHasbLax
Cc0O34aloT UX NOCTOAHHbLIN A4e@ULNT, YTO NPUBOAUT K
doopMnpoBaHMIO PaxnTonogobHbIX UBMEHEHUI CKeNneTa.

 [MlaToreHeTn4yeckme MexaHu3mMbl Pa3BUTUA 3aboneBaHus
BKJTHOYAlOT:

1) nepBuYHbIM AedeKT peabcopbuunm docdaTtoB B NOYEYHbLIX
KaHanbLuax;

2) BTOPUYHOE HapyLUeHne npoLeccoB akTuBaunm ButTamMmumHa D;

2\ ~AALIATALUILILIIZ FacdhoarT nanAAAnAIIIAIA rAarLtiiiza i1 AhancchAnA D



* Yalle Bcero nepsBble Npu3HaKku 3adboneBaHmnst NosiBAATCS Ha
BTOPOM roly XXM3HU N UMEIOT NPOrpeccupyroLnm xapakrep.
Pexxe MmaHngecTauuns B KOHLE NepBOro roga XX1U3Hu unu gaxe K
6—10-neTHem BO3pacTe.

 KnuHnyeckue nposaBneHus. Beayuwmmm npusaHakamm
3aboneBaHus SBNAIOTCA paxmTonogobHbIE NBMEHEHUSA CKESETa,
NPEUMYLLECTBEHHO HMXXHUX KOHEYHOCTEN, NO TUMY BapyCHbIX
nedopmaumn n oowmm octeonopod. OTmevaeTcsd 3agepxka
donanyeckoro pasBuTuUa U HapyLLeHUE NoXoakn pebeHka
(«yTMHaA noxoakay). NopaxeHusa ckerneta HOCAT
NPOrpeccuUpyroLLmMn XxapakTep U COCOOCTBYIOT 3adEpPXKKe
CTaHOBMNEHMNS CTAaTUKO-MOTOPHbIX YHKLUN BOSibHOro pebeHka. Y
50% 60rbHbIX 0ObHapyxXnBaetcs aHoMmanma ApHonbaa-Kuapun —
9KTOMMSA MUHAOANMH MO3Xe4YKa, UX CMeLLEHNE B CNMHHOMO3IOBOM
KaHarn, Ho y O0nbLUIMHCTBA OEeTEWN KIMMHNYECKN OHa HE
nposBnsieTca. MHTennekryanbHoOe pa3BuTme OeTEN HE
HapyLlaeTcs.



BANBIYC




* PeHTreHonorn4yeckune nameHeHusA KOCTEU BbIABNSAIOTCA Yepes
3-4 Mmecsiua nocne maHndecTtaunm 3aboneBaHns:
reHepanm3oBaHHbLIN OCTEONOPO3, YBENNYEHNe MeTa(pun3os,
MeTadonsapHble NOBEPXHOCTU MMEKT HEPOBHLIE KOHTYpPbI, MO
Mepe nporpeccmpoBaHmns 3aboneBaHns NOSABNSAOTCS 1 bornee




Butamumn-L1-pe3ancTeHTHbIN paxuT OTNNYaeTcs KNUMHNYECKNUM
nonnMmopdmnamom. BelaenstoT 4 KIMHUKO-ONMOXUMNYECKUX BapuaHTa
3aboneBaHus:

1-U BapunaHT — XapaKkTepusyetcs paHHen MaHndbectaumnen (Ha nepeBom
rogy *xmsHu) 3abornesaHnsl, He3HaYNTENbHON CTENEHbLI KOCTHbIX
oedpopmauunmn, XxopoLuen peakumen Ha nevyeHne BuTamMmHom D.

2-n BapuaHT — oTnunyaetcs bonee no3goHenW MaHudecTaunen (Ha
BTOPOM oy >XW3HW), BbIPAXEHHBLIMW KOCTHbIMU WU3MEHEHUSMMW,
PE3NCTEHTHOCTbIO K BbICOKMM [o3aM ButamuHa D. [laToreHes
0OyCnoBrieH NPENUMYLLECTBEHHLIM Ae(PEKTOM MOYEYHbLIX KaHamnbLEB
(CHMXeHue peabcopbunm docdopa) u notepsamm docdartos
rmaBHbIM 0OpPa3oM C MOYON.

3-1 BapuaHT — oTnn4yaeTcsl no3gHen maHndecrtaumen saboneBaHusd
(mocne 6-neTHero BoO3pacTa), TAXKECTbIO CKENMETHLIX aHoMaruu,
BblpaXX€HHON PEe3NUCTEHTHOCTbIO K BUTaMUHYy D. [laTtoreHe3 gaHHoro
BapuaHta CBA3aH C MPEUMMYLLECTBEHHLIM BOBJIEHEHMEM B
NaToOSIOrTMYECKMN MPOLECC KULLUEYHWKA, HapyLUeHUEM KULLIEYHOro
BCacblBaHMA Kanbuua 1 dpocdoopa.

4-1 BAPUaHT — XapaKkTepU3yeTCs MOBbILLEHHON YyBCTBUTENBHOCTbLIO K
BATAMUHY D W CKIOHHOCTBIO K pasBUTUO runepButammHosa D.

[lepBble KINMHUYECKNE Npu3Hakn 3aborieBaHnUsa oOHapyXXnUBaroTCA Ha
RTANAM FOMAV/ WIAALIA 14 OTAUUALTCA \YMAaNAaUWUWAIA CTAaNAULY KOCTUHRLIY



» XapakTepHble DUOXMMUYECKUE MPUIHAKU
doocdaTt gnabera:

e - runodocdaremms — 0,5-0,7 MMOSb/n (Npw
HopmMme 1,0— 1,6 MMOnb/n);

 -[nepdocdatypusi — bonee 20 MMOJSIb/CYT;
* - BbICOKMWM NOYEYHbIN KNnpeHc dpocdaTos;

* - HOpManbHbIA YPOBEHb KanbL A B CbIBOPOTKE
KPOBMW;

* - MOBbIWWEHHAdA B 1,5-2 pa3a aKTUBHOCTb
LLIeNToYHOW dpocdpaTasbl KPpOoBU;

* - HOpManbHbIA YPOBEHbL MNapaTropMoHa B KPOBU;

* - CHUXKEHHbIV YPOBEHb 1,25-
anrngpokcmsutTammHa--3.



e JleyeHne AOMKHO ObITb PAaHHUM, KOMMNMEKCHbIM, HAanpaBneHHbIM Ha
KOpPEKLMIO METADONNYECKUX PACcCTPOUCTB, NpOodnNakTuKy
OCNOXXHEHUN N NHBanNuansaummn pebenka. basncHeIMm Nnpenaparamu
ABNAKOTCH BUTAaMUH D 1 ero CUHTETUYECKUE aHaroru.

e HavyanbHble 0o3bl BUTaMmmHa D coctaBnsaoT 10000-15000 MIE B
CYTKMW. [1oBbiLLEHME 003 OCYLLECTBNAETCS No4 KOHTPONEM YPOBHS
KanbLna U HeopraHU4ecknx pocdaTtoB B CbIBOPOTKE KPOBU N MOYE,
aKTMBHOCTMU LLIeNnoYHOU pocdhaTasbl KpOBU, UCCedoBaHNUE KOTOPbIX
OOJTKHO NpoBOANTLCA KaXable 10-14 oHeW. Bo3pacTtaHue ypoBHS
doocaToB B CbIBOPOTKE KPOBU, CHUXKEHWUE KINMPEHCa docdaToB MO4m
N nNokKasaTteneun akTUBHOCTM LWEeToYHON doocdaTtasbl KPpOBU, a TaKKe
BOCCTAHOBIIEHNE CTPYKTYPbl KOCTHOW TKaHU MO PEHTIEeHONTOrM4YeCcKnm
OAaHHbIM OJaeT OCHOBaHMe He yBenuineaTb 403y BUTaMuHa D.

e MakcumanbHble CyTOUYHbIEe A03bl BUTaMnHa D B 3aBUCMMOCTU OT
KITMHNKO-OMOXMMMNYECKNX BapnaHTOB BUTaMUH-L]-pE3UCTEHTHOIO
paxuTa, cuenseHHOro ¢ XpOMOCOMOW X, COCTaBNAT: Npn 1-m
BapuaHte natonormm — 85000-100000 ME, npu 2-m - 150000-200000
ME, npu 3-M — 200000-300000 ME. Mpu 4-M BapuaHTe HasHa4YeHue
BUTaMnHa D npoTmBonokasaHo. [1py1 ayToCOMHO-AOMWUHAHTHOM
dopme 3aborieBaHUs CyTOUHbIE JO3UPOBKN BUTaMuHa D cocTaBnsaroT
15000-45000 ME.



3 meTabonntoB BUTammnHa D UCMOSb3yeTCsl OKCUOEBMUT,

anbakanbumnauon (aneda-[3-Tesa), kKanbunuTpuron (ocTeoTpron)

B CyTOYHOW O03€ 0,25-3 MKr. Ipn nx HasHayeHnn Heobxoanm

CTPOrMn KOHTPOJb 3aypoBHEM KarnbLus KPpOBM (OnpeaeneHme oanH

pa3 B 7-10 gHen).

» [lpoTnBONokasaHus ans repanmm BUTaMmmHoOM D 1 ero
MeTabonmtamm:

* - UHAMBMAYAINbHas HENEPEeHOCMMOCTb BUTaMWNHa D;
* - Bblpa)XeHHasi rmnepkanbunypus (bonee 3,5-4 MMOnb/CyT);

* - OTCYTCTBME aKTMBHOIO paxmUTMUYECKOro npouecca rno JaHHbIM
11abopaTopHbIX U PEHTrEHONOrMYEeCcKNX UccreqoBaHU KOCTEN.

[1nga yny4yweHna npoLeccoB BcacbiBaHNA doocdopa U KanbLua B
KMLLEYHUKE peKOMeHOYETCA ANUTENbHOE NPUMEHEHUE LUTPATHbIX
cMeceu (NMMMOoHHaga Kkucnorta 24,0, uTtpart HaTtpusa 48,0 U
ouctunnupoBaHHasa Boga 500,0) no 20-50 Mi B CYTKW.



* [lokazaTenamMmm achpeKTUBHOCTHU
KOHCepBaTUBHOM Tepanuun ABNAIOTCA:

* - yNyJlleHmne obLLero cocTosaHNUA pebeHkKa;
* - YCKOPEHWE TEMMNOB pPOCTa DOMbHbIX;

* - HOpManMaauuna Unu sHa4YnuTenbHoe yny4ylleHmne
nokasaternen gocdopHOo-KarnbLMeEBOro o0bMeHa;

* - CHXKEHME aKTUBHOCTU LLienoYHon doocdaTtassbl
B Ny1a3me KpoBUY;

* - MONOXUTENbHas AMHaAMMNKa CTPYKTYPHbIX
N3MEHEHUN KOCTHOU CUCTEMbI MO AaHHbIM
PEHTrEeHONOrM4yeckoro nccrnegoBaHUs KOCTEMN.



e ButamuH-[1-3aBUCUMbIN PaAXUT —
3aboneBaHne C ayTOCOMHO-PELECCUBHbLIM
TUNOM HacnegoBaHus. BelgensoT 2 Tuna
BUTamMuH-[-3aBMcCMMOro paxmra, reHbl 06omnx
TUMNOB 3aboneBaHnst KapTUPOBaHbI HA 12
XpOMOCOME:

e 1-n TN — CcBsA3aH ¢ AednunToMm 25-
OoKcuxornekanbumnaepon-1-rugpokcunasbl Novek
N HeQOCTaTOYHbIM Obpa3oBaHMUEM B OpraHn3me
1,25-Anokcuxonekansundoepona;

e 2- TN — ODYCNOBNEH HEYYBCTBUTENBLHOCTLIO
PELIENTOPOB OpPraHOB-MULLEHEWN K 1,25-
OnoKcuxonekanbundgeporny, B TO BpeMs Kak

AIALUTA2 ATAFN MAaTARARIATA WU UAanVviiiau



* [laTOoreHeTU4YeCKMe MexaHU3Mbl NepBOro Tuna 3aboneBaHuUs
CBSA3aHbl C HapyLleHneM npesBpaLlleHns 25-okcusnutammHa-[-3 s
1,25-anokcmBmtamuH--3 B noykax. CxemaTtmnyecku natoreHes 1-
ro Tmna sButTamMunH-L1-saBMCMMOro paxmra MOXXHO NpeacTaBUTb
crnegytowmnm obpasom: gedpumumnt 1-anbda-rugpokcunasbl NoYek
P HegocTaTO4YHbIN cuHTE3 1,25(0OH)-D-3 PHapyLleHne
BCaCbIBaHUA KarnbLUusd B
KMLIeYHuKe b runokanbumnemMmms b BTOPUYHLIN
rmnepnapaTtnpeos pHapyLieHne goocOopHO-KanbILLEBOro
obmeHa b paxmTononobHblie UBMEHEHUSA CKereTa.

 eHe3 BUTaMUH-[1-3aBUCUMOro paxmta BTOpPOro Tuna cesa3aH
C MyTaumen reHa peuenTopos K 1,25-aurnapokcmsmtamuny--3 s
opraHax-MULLEHAX — KULLEeYHUKE, MoYKax, KOCTHOW TKaHU, KOXe,
BOJSIOCAHbIX QOOMNIMKYax.

* B otnnuue ot BUuTamMunH-[-3aBncumoro paxurta 1-ro tuna npu
9TOM Tune 3aboneBaHnsi obpasoBaHne MeETabONMMTOB BUTAMMHA
D He HapywleHo. NMo3aTomMy nrna3maTtn4yecKum ypoBeHb 1,25-
avrngpokcumButammHa-1-3 ocrtaetcsa nmdbo HopmaneH, nMbéo



* KnuHnyeckue nposasneHnda. ButamuH-Ll-saBncumein paxuT
NPOSAABNSETCA B NepBble 3-5 MecsLEeB XNU3HN pebeHKa u MeeT
NporpeccupyroLmMn xapaktep, HECMOTPS Ha paHee
NPOBEAEHHYIO NPOMUNIAKTUKY paxuta Unn aHTupaxmtnyeckoe
reyeHune. Pexxe 3abosrieBaHne MOXET HAYNHATbLCH B 5-6-NETHEM
BO3pacTe Unm nosxe.

* [MepBble npn3Hakn sButamunH-[l-saBucMmMoro paxmra
XapakTepusyrTca PyHKUNOHANbHLIMN U3MEHEHNSMN CO
CTOPOHbI HEPBHOW CUCTEMBI (NOTNIMBOCTbL, HApPYLLEHME CHa,
B34parmBaHusa U gp.), K KOTOpbiM NO34HEE MPUCOEANHSAOTCS
KOCTHble nsMeHeHusa (gedopmaumm HUXKHUX KOHEYHOCTEMW, Yalle
cabneBuaHOro Unu BapycHOro TUNoB, rpyaHOM KIETKN, Yepena,
paxUTUYECKME «4ETKN», «DpacrieTkn»), a Takke MbllleyHas
rmnoToHunsa. Horga HabntogatoTcs KpaTKOBPEMEHHbIE CyO0pOry,
HepeaKo nposoumpyemMblie runeprepmmen. KnmHnyeckume
Npu3HaKky 6ofIe3HN MNPOrpPECCUPYIOT, U K KOHLYY NePBOro roga
XXU3HW MOSTHbIM CUMMTOMOKOMMJSIEKC BUTAMUH-L[1-3aBUCUMOrO
paxuta CTaHOBUTCS BblpaXkeHHbIM.

* I'Ip|/| BUTaMWUH ﬂ, 3aBNCUMOM paxXxmnUTe BTOPOIro TuMa K BbllLE
I'IpI/IBeD,eHHOI/I KIMMHUYECKOW KapTI/IHe 6OJ'Ie3HI/I 4acCToO



* buoxmmmyeckne HapyLIeHUs:
* - runokanbunemus (1,7-2,0 MMmonb/n);

* - HOpMaribHbIN UNncrnerka CHUXeHHbIN YPOBEHb
HeopraHn4yecknx gocdpatoB BCbIBOPOTKE KPOBU
(0,8- 0,9 MMOIb/n);

* - NOBbILLUEHHAsA aKTUBHOCTb LLENMOYHOW
doocdaTtasbl KpoBU;

* - 3HAYUTENbHOE YMEHbLLEHNE BblOENEHUS
Kanbumsa ¢ Mmo4youn (oo 0,3 MMOIb/CyT NPy HOPME
1,5 mmonbk/cyr nnm 0,15 MMornb/Kr Maccel Tena);

* - [eHepanu3oBaHHaga rmnepamMmmHoalnaypusa
(CyTOYHasa aKcKpeumsa aMUHOKUCIIOT C MOYOu
MOXXeT gocturaTtb 1-1,5 1).



» [npdepeHymanbHas gnarHoctuka. HambonbLune
TPYAHOCTU BO3HUKAKOT NPU pasrpaHnyeHnm
BUTaMUH-[-3aBNCMMOro paxmTta n obbI4HOro
BUTamMmuH-L-gedpuumntHoro paxmta. OCHOBHbIMU ap

r'yYmMmeEHTaAMU B NOJ1b3y BI/ITaMI/IH-,U,-3aBI/ICI/IMOFO
PaxXnTa ABJIIAKOTCA:

* - MPOrpeccuUpyroLLInn XxapakTep KOCTHbIX
aedopmMaunmn, HeCMOTPA Ha TpaaAULMOHHOE
aHTUPaXUTNYECKOE NeYeHne;

* - HU3KNN YPOBEHb KanbLnsA CbIBOPOTKN KPOBMU;

* - HOpMaribHOE coaepXaHne 25-rmapokcuBMTaMmnHa-
[1-3 B KpoBY;

* - HOpManbHbLIN YPOBEHL 1,25-AUrMAPOKCUBUTAMMHA-
[1-3 npun 2-m TNNe 3aboneBaHUs.



e OcobeHHOCTU Tepanuu. icnonb3yeTcs OKCUOEBUT,
anbdakansungmon (aneda-L3-Teea), asnarowmecsd 1-a-
rmgpokcusutammHom [13. CytouyHas gosa cocrasnsiet 0,5-3
MKr. [lonagas B opraHusm, AaHHbIW npenapar
rMMAOPOKCUNNPYETCS B NeYeHn ¢ obpasoBaHmeM 1,25-
anrngpokcneutamunba 3. Vicnonb3oBaHWe KanbUUTpuona
(ocTeoTpuona), ABnAr0LLEroca aHanorom akTMBHOIO
meTabonuTta ButammHa D — 1,25-
avrnapokcmxonekansundgepona, nosbilaeT 3 PEKTUBHOCTb
neyvyeHus.

e [lpn BUTamnH-fl-3aaBUCMMOM paxmute BTOPOro Tmna
nevyebHbIN 9 PEKT OT NPUMEHEHNS METADONNTOB BUTaMmHa D
HabnogaeTcs TONMbKO OT BbICOKUX 403 — 2-10 MKI B CYTKU U
NPUMEHEHUSA NpenapaToB KarnbLus.

* [1pn OTCYTCTBUM aKTUBHbIX METADONTMTOB BUTaMUHa [l MOXET
NCMonb30BaTbCs BUTAaMUH [, HO C MEHbLUUM KITMUHUYECKNUM
adbdekToM. HavanbHbIe 03kl cOcTaBnsAT 10000—15000 ME,
MakcumarsbHble — 40000-60000 ME B CYyTKMW.

* B ne4yebHbIN KOMNNEKC BKITIOYAKOTCS NpenapaTbl KanbLus v
docdopa, ButamuHsl A, C, E, untpaTtHble cmecu, Kypcamm no
3-5 mecdues.



* [lpnmncnonb3oBaHnUK NpenapaTtoB BUTamMmHa D 1
ero akTUBHbIXCOEANHEHUN Heobxoaum (1 pa3 B
10—14 oHEeN)KOHTPONb 3a NoKa3aTenamMu
YPOBHS obLlero Kanbuusa n HeopraHU4YeCcKnx
dhochaToB B CLIBOPOTKE KPOBU U UX
3KCKpeunun ¢ Mo4ou. [loBblilLIEHNE YPOBHSA
KarnbLus B KpoBM boree 2,8 MMOnb/n 1Unm ero
9KCKpeLun ¢ mo4you Bbliwwe 6 mr/kr (0,15
MMOJb/Kr) CBUOETENBCTBYET O Pa3BUTUU
rmnepsmTamMmmHosa D n TpebyeT OTMEHb!
npenaparta. [loBTopHOE Ha3Ha4yeHne BuTaMnHa
D nnun okcngesmTa BO3MOXHO NULLb CNYCTH
7—10 gHEW B NONOBUHHOM (OT NEpBOHA4YaIbHOW)
003€ NPU KIMHNYECKOM 1 NabopaToOpHOM



