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BBEOEHUE

B HacrosItiee BpeMsa paxuT ABJIAETCA OTJHUM U3 CAMBIX PACIIPO-
CTpaHEeHHBIX 3a00JieBaHUI y AeTeil paHHEero Bo3pacTa BO MHOTUX
cTparmax mupa. 3a mocJjaenuue 20 jieT 3aboaeBanue geTeil paxXuToOM
onucausl B 59 crpanax mupa (Tracher et al., 2006). Ou BcTpeua-
eTcs y OOJILIIIMHCTBA JeTel mepBoro rofa »xkusuu. OgHaxko 6Jaro-
Iapsa mpoduIakTUKeE, YIaJI0Ch 3HAUYUTEJIbHO YMEHBIITUTh KOJITUe-
CTBO ,HeTefI C TAMKEJIbBIMUA KJINMHUYEeCKNMHU IIPOABJICHUAMM pPaxuuTa.

PaxuT He IpUHAMIEIKUT K COIHAJBHO OIIACHBIM 3a00JIeBaHU-
AM, HO OH CIIOCOOCTBYET YacCTOMY BO3SHMKHOBEHMIO OPOHXOJIETOU-
HBIX 3a00JIeBaHUI, 0coOOeHHO TMHeBMOHHM. IIoKasaHO, UTO PHCK
BOBHUKHOBEHUS ITHEBMOHUHY y pedeHKa ¢ paxuToM B 13 pas BEIIIIe,
uyem npu ero orcyrcrBuu (Muhe et al., 1997). Ilpu sTrom paxut
MOKeT OBIThH (PaKTOPOM PHCKA PA3BUTHUA TAXKEJION HTHEBMOHUH
(Banajeh et al., 1997). Kpome TOro, y GOJIbHBEIX PaXHUTOM Hapy-
miaeTcAa (pyHKIHMOHANLHAS AEATENLHOCTh CepIedHO-COCYIUCTOM
CHCTEMbI U MUINEBAPUTEIHLHOTO KaHaja. ¥ IeBoUYeK uyacTo (hopMu-
pyeTcs ILJIOCKUHM pPaXUTUYEeCKUIl Tas, UTO BIIOCJIEICTBUU CIIOCOO-
CTBYET Pal3IMYHBIM POJIOBLIM TpaBMaM y AeTell mpu POXKIAECHUMN.

CoBpeMeHHOe pas3sBUTHE MEIUIIMHBLI XapaKTepus3yeTcsa Heo0Xo-
IVMOCTBIO CO3IaHUA eTUHBIX IPOTOKOJIOB U (DOPMYJIAPOB JJIA yUeTa
U JleueHns 00abHBIX. Ho nx s(hekTrBHAS paspadoTKa HEBOZMOYKHA
0e3 yHU(DUKAIINY TEPMUHOJIOTUH, KJIACCU(DUKAIIMOHHOTO JAeJIeHNnd,
CTAHIAPTU3AIMN METOJOB U KPUTEPHUEB AUATHOCTHUKM, a TaKyKe
MeTonoB JieueHua. IloaToMy mMOHATHA Ta 03a60UYE€HHOCTDH UCCJIEIO-
BaTeJiell psama padoT, IMOCBAIIEHHBIX, Ka3aJ0Ch ObI, XOPOIIIO M3Y-
YeHHBIM BOIIPOCAM, K KOTOPBIM OTHOCHUTCS WM IIPO0JIeMa paxuTa.

HecMoTpsa Ha orpoMHOe KOJINYECTBO MYyOJNKAIINHA, TOCBIIIEH-
HBIX IIpo0JIeMe paxuTa, y IeJUaTPOB OO0 HACTOSIIEr0 BPeMeHU
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HeT eJMHOH TOUKM 3peHH’s Ha ee MOHMMAaHNe. B ¢BA3U ¢ yriayo-
JeHIeM H3YUEeHUs MeTa0OJMUeCKUX ACIHEKTOB PaXMUTa PacXoiK-
JeHre BO B3TJIALAX HA 9Ty IPo0JIeMy He YMEeHBIIINIOCh, a Ha000-
por, yBemmumiaochk. OOpaiiaeT Ha cebd BHHMAHNE METOIOJIOTH-
YeCKM HeIPaBUJLHLIN, ¢ HAIIell TOUKU 3PEeHUA, IMOAXO0HN K
IeUHUIIUY HOHATUSA «PaxuT». IlpumuemM s5TO BCTpeuaeTcss U B
KPYIHBLIX METOAMYECKUX U3TaHUAX (YueOHUKaX, MOHOTpahmax,
MeTOANYeCKUX PeKoOMeHIanuAx). B 0oabImuECcTBe PaboT paxXwuT
Has3bIBaeTcsAa 00JIe3HBIO, OJHAKO HPU 3TOM B IPHUBOIUMBIX
ompeeJeHUAX OTPaKaeTcsA JUIIL IIaTOTeHeTHUYecKas CTOpOHAa
paxura, a 60/1€3Hb, KAK M3BECTHO, 9TO, B IIEPBYIO OUepeab, STHU-
OJIOTUYECKM JeTePMUHUPOBAHHOE COCTOSHIE.

Kpome Toro, ombIT paboThl ¢ MHTEPHAMM, MOJOALIMU Bpaua-
MU-IIeJuaTpaMU II0Kas3aJ 3HaUNTeJbHbIe IPOo0eJbl UX 3HAHUKN B
OTHOIIIEHUY COBPEMEHHLIX MNPEACTABIEHNII 0 KJIMHUKO-IIATOTe-
HeTHMYeCcKUX (popMax paxura y JeTei, X JeueHUun U IIpoduaak-
TukKe. IlosToMy HajgeeMcs, UTO JaHHOE M3JAaHMNE IIO3BOJIUT BOC-
HOJIHUTEL 3TOT IIPOOe.

Kues, anpeav 2006 e.



MaBa 1.

OBLLUUE MNPEACTABJIEHNS O PAXUTE

Onpepenexne

Ilo HacTosAIlero BpeMeH!, HeCMOTPS Ha KaXKyIIyIocsd IIPOCTOTY
BOIIPOCa, OTCYTCTBYET OOCTATOUYHO UETKOE OIIpelesieHre TaKoi
narojyioruu, Kak paxut. Tax, H.IL. Illa6axos (2000) onpenenser
paxuT Kak «3aboJieBaHUE MeTel I'PYAHOTO M PaHHETro BO3pacTa C
paccTpoicTBOM KocTeoOpasoBaHUA M HEeTOCTATOUHOCTLIO MUHE-
panmusanuu KocTeli, BeAYIIIUM IIaTOTeHEeTUYeCKUM 3BEeHOM KOTO-
poro siBasdeTcA maedunur BuTaMuHa D 1 ero aKTHBHBIX MeTabo-
JUTOB B mepuoj Hambojiee MHTEHCUBHOT'O pOCTa opraHusma». B
STOM oIIpeAeneHnU, Kak cuuTtaioT E.B. Heymaxuu u A.B. Areii-
kuH (2004), comep:KuTCA JUIIL HaTOTeHeTHUECKasA CTOPOHA pa-
XUTa, 9THOJOormueckuil paxrop (mepunur Butammua D) HazBan
HaTOTeHEeTUUECKUM.

ITo muenuio T.A. Boromas (1984), «paxuTr — 60JIe3Hb pacTy-
IIero OpraHm3Ma, CYITHOCTHI0O KOTOPOI SBJIAIOTCS HAPYIIEHUS
o0MeHa 3JIEKTPOJINTOB, B IEePBYIO ouepeab (ochOopHO-KaIbIlye-
BOT'0, paccTpoiicTBa ()OPMUPOBAHUSA CKeJieTa WM (PYHKIUHA pAsa
BHYTPEHHUX OPTaHOB U CUCTEM». TaKoe JKe ompemeseHre paXu-
ta mpuBogAT JI.K. Baskenosa u coasr. (1997), H.A. KopoBuua u
coaBT. (1998), II.B. HoBuxos (1998), B.®. Hemuu (2000). C
MEeTOIOJIOTUUECKON TOUKHU 3peHUuA, IOJ00HbBIE OIIpemesieHus IIo-
3BOJISIIOT CUMTATDL PaxuT He 60JIe3HbI0, a CUHAPOMOM, T.€. B Je-
GUHUIINY TOHATHUSA «PaXWUT» Yy IIePEeUNCJICHHBIX BBIIIIE aBTOPOB
MMeeTcsl IPOTUBOpeUNE.

Mmuorue aBTOpPBI CBA3BLIBAIOT PA3BUTHE PAXUTA C HEJOCTATKOM
B opranmuame BuTamMmHa D. B KauecTBe mambosiee TUIITMYUHOTO
oIpeIeIeHUsl MOHATUSA «PaXWUT» [Js TAHHOM TPYINBl aBTOPOB
MOXXHO paccMmaTpuBaTh onpenenenne E.M. JIykKbAHOBOH u co-
aBT. (1984), KoTopoe OBLIO IPeACTaBIEHO B 3-M uU3AaHUU BoJb-
IIOM MeIUITMHCKON sHIuKJJgonenuu. Ilo ompeneseHNI0 aBTOPOB,
«paxur (cuH. runoBuTaMmuHo3 D) — 3a0oeBaHME ETCKOTO BO3-
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pacra, o6ycJIOBJIeHHOEe HEJOCTATKOM B OopraHmuaMe BuTamMmuHa D,
xXapakKTepusymolreecsa HapylieHueM (pochopHO-KaIbIIIeBOro 00-
MeHa, KOCTeoOpasoBaHUA M PACCTPOMCTBOM (PYHKIIMU HEPBHOI
CUCTEMBI 1 BHYTPEHHUX OpPTraHOB». B aTOM oIllpenesieHUM OTpa-
JKeHa CBS3b PaxmWTa C STHOJIOTHUYECKHM (dakTopoM (meduimurom
BUTaMUHa D), OTMEUEHBbI €ro IIaToreHeTudyeCKue MeXaHU3MBI.
Taxrxoe ompenesaeHne AeWCTBUTEJILHO IIO3BOJISIET CUUTATH PAXUT
00JIe3HBIO.

Amnayoruunoil Touku 3peHus npuaep:xuBaerca I.A. Camcbiru-
Ha (2004), KoTopas IIpeaaraeT o PAXUTOM «IIOHUMATL 3aboJie-
BaHMe paHHEro AETCKOTO BO3pacTa, O0YyCJIOBJIEHHOE HeIOoCTaTOY-
HBEIM ITOCTYILJTEHUEM M/WUJn 00pas3oBaHueM B OpraHu3Me BUTAMU-
Ha D m xapaKTepusyiolieecsi HapyIIeHneM KocTeoOpa3oBaHUA U
(YHKIIUM IPYTUX OPTaHOB U CUCTEM BCJIEACTBUE HapyIIieHusA (oc-
($HOPHO-KAJIBIINEBOTO OOMEHAa» .

HexoToprnle oTeuecTBEHHBIE U 3apyOesKHBIE aBTOPHI CUUTAIOT,
YTO pasBUTUE pPaxmuTa He CBA3aHO ¢ Aedpurnurom Butamuaa D. 1o
muenuio C.B. Masabmesa u coast. (1997), paXxutT u runoBUTaMU-
HO3 D — HeogHO3HAUHBIE IOHATUA, «PAXUT y JeTeil paHHEero BO3-
pacra (KJacCUYECKHI paxuT) — 9TO HapyIIleHue MPOIeCCOB MU-
HepaJIus3alny KOCTHOI TKAaHM B HamboJiee aKTUBHON ee YacTH —
B obsactu meraduszoB». W gamee oH murier: «Paxur — aT0, CKO-
pee, CUMOTOMOKOMILIEKC OMOXMMUYECKUX, MOP(HOJIOTUUYECKHUX,
PEHTT€HOJIOTUYECKHNUX N KJIMHNYECKUX IIPU3HAKOB, KOTOPbIE MO-
ryT 6bITb O6yC.HOBJIeHBI IIeJIbIM PAAOM 9K30T'€HHBbIX W 9HIOOI'€H-
HBIX (paKTOpoB». CiaemoBaTennuo, mo C.B. MaablieBy, paxur —
He 00JIe3HD (He HOo30JI0THUecKasa eTUHUIIA) U He cuHapoM. IIpas-
Ia, B Apyrux paboTax aBTOpP Ha3bIBAaeT PaxXHUT IOJHU-
STHUOJOTUUYECKUM OOMEHHBLIM 3a0oJieBaHMEM, OO0YCJIOBIEHHBLIM
HECOOTBETCTBUEM MEXKIY BBICOKOU IIOTPEOHOCTHIO PACTYIIETO
opraHus3Ma B KaJabIlum u (pochope M HEeJOCTATOUHOCTHIO CUCTEM,
obecmeunBAOINX HNX AOCTABKY M BKJIIOUEHHE B MeTa0O0JIM3M.
Takoe ompeneseHne XapaKTepuayeT PaxXUT He KaK 00JIe3Hb, a
Kak cuagpoM. Tem He MeHee, IPeIIOJIATAETCA 3TUOTPOIIHOE JIe-
YeHue paxmTa BUTAMHWHOM D, YTO IIPOTHUBOPEYUT IIOHMMaHWIO
paxura Kaxk CHHApOMA.

ITo muennio E.W. Kanpanosoii (2003), paxuT — 5TO HecIeIlu-
duyecKuii CUHIPOM, KOTOPBIYI BhISHIBAETCA PA3HBIMU 3THOJIOTHU-
yecKuMHU (PaKTOPaMU M He MOJKET, BEPOATHO, B HACTOAIIee Bpe-
Ms paccMaTpuUBaTHbCSA B KauecTBe CAMOCTOSATEILHOM HO30JIOTH-
yecKol (GOpMbI, IMOCKOJBLKY IIpeAcTaBadAeT cO00H TIpyImy
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PaSJIMYHBIX 10 9THOJIOTHUH 3a00JIeBaHUI KaK 9K30T€HHOI0, TaK 1
SHIOTEHHOTO XapakKTepa.

Pepaxmnuonnasa xosmerus sxypHasia «Ilegmatpusa» (1991) B cra-
The «K mTOTam AmcKyccuu mo MOBOAY KJIAcCU(MUKAIMU PAXUTa»
OTMEYaeT, YTO B IIOCJIeAHNe I'OJbl MHOTHE OT€UEeCTBEHHEBIE U 3apy-
OesKHBIE aBTOPHI HE PEKOMEHIYIOT PacCMaTPUBATh PAXUT TOJIBKO
Kak HosoJsiormuecKyoo (opmy. W sT0, 6€3yCIIOBHO, IPAaBUJIBHO.
Crenmyer pasimuaTh paxuT Kak 00Je3Hb, BOBHUKAIOIIYIO B paH-
HEM BO3pacTe B IIEPHMOJ] MHTEHCHBHOI'O POCTa peGeHKa, M PaXuT
KaK CUHIPOM, HAOIIOHAIOIINICA IPY MHOTHX 3a0o/eBaunsax. OObIu-
HO B IIepPHOJ MHTEHCHBHOTO POCTAa Pe0eHKA BO3ZHHKAET BUTAMHUH
D-pepunuTHeIl paxuT, TOrAa KakK APYyrue ero KJINHUKO-IIaTore-
HeTumuecKue (DOPMBI MOT'YT Pa3BUBATLCA Y AeTeil APYyruX BO3PACT-
HBIX rpyni. IlosTomy Hambosaee 000CHOBAHHBIM, IO HAIlIeMy MHe-
HIIO, OyIeT ompeesieHIe PaXUTa, IIPeICTaBIeHHOe HIKe.

Paxur — sT0 rpynmna 3abojieBaHUH AETCKOTO OPraHU3Ma, CBs-
3aHHASA C HEJOCTATOUYHLIM IIOCTYILJIEHMEM BHUTaMHHA D miam Ha-
pyllleHueM IIPOIeCCOB ero MeTaboJam3Ma, MPUBOAAIIAA K Hapy-
IIeHWIO0 Pa3/IMYHBLIX BUI0B OOMeEHAa U B IIePBYIO ouepenb docdop-
HO-KAJIBI[MEBOT0, YTO 00YCJIOBJINBAET IIOPAYKEHIE MHOTUX OPTraHOB
¥ CHCTEM, HO I'VIABHBIM 00pPa3oM KOCTHOTO CKeJeTa.

Takoe ompeneieHre IMO3BOJISIET CUUTATh PAXUT HO30JIOTHUEC-
KOl equHUIIEH, a TaKkKe OTPaKaeT ero STUOJOTUUYECKYI0 U IaTo-
reHeTUYECKYI0 CTOPOHEI.

ITo muenuio C.®P. XoroBuikoro (1847), «HasBamme 00Je3HU
«paxutT» (aHri. rickets) 3aMMCTBOBAaHHOE, II0 BUIUMOMY, OT Tpe-
YEeCKOr'0 IIpWJIAaTaTeJbHOTO MMeHU «POXITNO » (comHHOI), IpH-
uyeM, IJI KPATKOCTH OIIYINEHO CYIIeCTBUTEJIbHOE MM «U0000»
(6osnesup)». Hanee C.®D. XoroBunrwuii (1847) abcoaroTHO mpa-
BHJIbHO o0palliaeT BHUMAaHNe Ha TO, «UTO cTpamaHue (coOCTBEH-
HO HCKPHUBJIEHNE) CIIMHBI, IIOJaBIee IIOBOJ K HA3BAHHUIO TOMY,
He OrpaHMYMBAETCS OJHUM TOJBKO IIO3BOHOUHBLIM CTOJIOOM 1
MPUHAAJICKUAT HEe K [ePBOHAUAJILHBIM, 4 K IIO3JHEHIINM SBJe-
HUSAM aHTJIUNCKOIN 60JIe3HM!».

UcTopunyeckas cnpaBska

Paxur — 0GoJie3Hb mM3BecTHAsi OueHb gaBHO. CorJyiacHo ommca-
HUIO Tpeueckoro mcropuka I'epomora (484-425 rr. mo H.5.), B
YOUTBHIX €TUIETCKUX COJIJAT, KOTOPBIE II0 O0OBIUAIO C AETCTBA He
3aKpPBIBAJIM I'OJIOBY OT COJIHIIA, Yepel ObLI TBePALIM, TOTAA KaK Y
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IIEePCUJCKUX COJIAAT, BCErZa HOCUBIINX HA I'OJOBE TIOPOAHELI, Ue-
pen okasayica MATKUM. Taxkue HaOMIOAeHUS PacIleHUBAJINCH KaK
yKasaHue Ha TO, YTO COJIHEUHOE OCBEI[eHMEe MOXKeT oDecIedu-
BaTh TOJIIIIUHY U TBEPAOCTH KOCTEM.

YnomuHaunua o0 paxute uMmeioTcsa B Tpyaax Copana Iddecko-
ro (98-138) u I'anena (131-201). B uux mpeacTaBIeHO OIMCaHMIe
N3MEHEeHUI CO CTOPOHBI KOCTHOM CHUCTEMLI, BKJIIOUas aedopma-
U TPYSHOM KJETKH, HUMKHNX KOHEUYHOCTEH 1 II03BOHOUHHUKA Y
JeTei, CTPagaloIuX PaxmUTOM.

B 1856 r. Bosie mepeBum Heammeprans 6amu3 I[iocceabmopda
(T'epmanus) OLLIKN BIIEpBbIe HAWeHLI OCTAHKY HAIIero OJum:Kaii-
mrero poacteeHHrKa — Homo neandertalensis. Heangepraabisl,
KaK M3BECTHO, NCKOIaeMble JPeBHUE IO, CO3TaTeJIn apXeoJyo-
rmUecKoil KyJbTYpPhl PaHHETO majieosinTa, Kotopble sxuam 400-
50 TwIc. jJeT Ha3an. HeaHmepTabIlbl — IOTOMKIM INTEKAHTPOIOB
U IpeJKy KPOMAaHBOHIIEB, CKeJEeTHbIE OCTAHKN KOTOPBIX OTKPHI-
Tl B EBpone, Asuu u Adpuxe.

B 1872 r. Bcemupuo usBecTHbIH natoJsor Rudolf Virchow wuc-
CJIEIOBAJI OCTAHKM STOI'O APEBHEr0O UeJIOBEKA M IPUIIEeJ K BBIBO-
Iy, YTO OH B JIETCTBE CTPaJaJ PAXUTOM.

CiaenyeT OTMETHUTh, UTO AJUTEJbHOE BPEMS CUKUTAJIOCH, UTO
ImepBoe omucanue paxura npuHagiaexut Francis Glisson, korma
B 1650 r. O6bl1 M3gaH ero TpakTaT Ha JaTelHu «De Rachitide».
Wszpanue sToii paboThl Ha AHTJIMHNCKOM fA3LIKE, OTPEeSAKTHPOBAH-
Hoe Huronacom Kanmemepom (1616-1654), mox HasBanuem «A
treatise of the rickets, being a disease common to children»,
mosiBuJoch B 1651 r. (puc.1).

OpHAKO HeJaBHO CTAJIO M3BECTHO, UTO (DaKTUUeCKH 3a00/ieBanme
BIIEPBBIE OIMMCAHO aHIIuiicKuM Bpauom Daniel Whistler (1619-
1684), xkoroprrit B 1645 r. B Jlelimene 3aIuTjl IUCCEPTAIINIO HA
spanme goxTopa meauruHbl (M.D.), B KOTOpOIi GBLIO IIPeACTaBICHO
IIPEeBOCXOHOE KIMHUYeCcKoe onucanme paxuta (Dunn, 1998). luc-
cepralua ObLIa n3zaHa moj HassauueM «De morbo puerili Anglorum,
quem patrio idiomate indigenae vocant The Rickets» u crana nep-
BBIM CHCTEMATHUYECKMM OIMCAaHMeM d>Toro sabojsieBammsa. Daniel
Whistler onmcan paxuT Kak «CHHAPOM U3 CO3JAHHBIX IIPU3HAKOB,
COeIVHEHHBIX B OJJHO IIATOrHOMOHIYHOE Ieioe» («syndrome of signs
making in conjunction one pathognomic whole»).

Daniel Whistler poguicsa B 1619 r. B YoaremMcToy 1 yUUJICS B
Konnenxe Meprona (Oxcdopx). B 1648 r. mociae monyueHus: B
JlelimeHCKOM YHUBEPCUTETE 3BAHUSA JOKTOPA MEIUIIMHEI OLLI HAa-
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sHauen mpogeccopom B Gresham Kou-

y : T GES: genx B Jlormone. OH OBLI yCIENIHBIM
EI]E; : *"‘l_-:i..-':[f:- I'E ’T 5 BpauoM. B 1649 r. ero usbpaau uaeHOM
2 jc-ul{i.. ';":":’“m JIOHZOHCKOrO KoJLIeo:a Bpaueil, a B
E Wi { smcn oy b s 1663 r. — IEHOM KoposeBckoro obiie-
. cTBa Bpaueli. MHOro JjieT OH OBLI IIEH30-
«;» ing e L G poM, KasHaueeM U JarKe IPe3UIeHTOM 00-
; 2 ':ff-_{'g P mecTBa. YMep B 1684 r. or nHEBMOHUY
3 L e ¥ OBLI 3aXOPOHEH B CEBEPHOM IIPOXO[e
PR oed IePKBU }g'pHCT? B Jlonnoxe. _
Erﬂn,l. '.,'.r..'-’." ,':'Z'J::-;" AHI‘.HI/II/ICKI/II/I Bpad U aHaToM Francis
E e Glisson (1597-1677), KOTOPLBI, KaK CUK-
et G : TaJIOCh AJIATEIHHOE BPEMs, IIPEeICTABUII
i TIepBOe OIIMCAHNe PAXUTa, PoquiIcsa B 1597
-

T'. ¥ OBLI BTOPLIM CHLIHOM Yuiabsama Iimc-
cona u3 Jlopcera. B 1617 r. oH OKOHUMT
Puc.1. TuTynbHasi cTpanvua ~ MBBECTHBINM KoJLmemk B KemOpumxe, 3a-

A ey F;E;ECiS,Gk“SfO'; , TeM Ipoo/LKII o0yuerue B Oxcdopze (1o

«A lreatise o e rickets, oeing

2 disease common to childrens 1827 T.). B 1634 r. craym aumioMupoBaH-
(1651r.) HBIM BpauoMm B KemOpum:xe 1 B 1636 r.

ObLT HasHaueH IrpodeccopoM (GpUBUKU B
Kemb6pumgxe. Bern ogaum u3 ¢pyumaTropos KopoJsieBckoro ooiecTnsa
Bpaueli, IIOCJIEJOBATEJIHLHO 3aHMMAA MOJKHOCTH II€H30pa, dYJeHa
coBeta m mpesugeHTa (1667-1669). OH ObLI TaK:kKe IIPeKpPacHLIM
aHaTomMoM u B 1654 r. uzgan kuury Anatomia Hepatis, B KOTOPOIi
OIINCaJI HOXKHBI II€UYEeHU, U3BECTHON
C TexX II0pP KakK TIJIMCCOHOBA KAIICy-
Ja. Ymep 15 okta6psa 1677 r. B Bos-
pacte 81 roma u OBLI 3aXOPOHEH B
mepksu Cs. Bpaiina na Fleet Street
B JlougoHe.

B 1650 r. F. Glisson musman Ha
JaTeIHU TpaxTaT «De Rachitide»,
Opu3HaBasd MOMOIIb CEMU APYTUX
Bpaueii. F. Glisson nwuirmer, uTo oH
u3yyaJl paxuT B TeUueHHe H JeT u
970 OBLTIA «... aDCOJIOTHO HOBas 60-
JIe3Hb, 1 HUKOI/a He OIIMCAHa JIIO-
6I)IMI/I APEBHUMHU NJIN COBPEMEHHBI-
MM aBTOPpaMHU B UX IIPAKTHUYECKHUX
KHHUTaX, KOTOPbIE ABJIAIOTCS CYIIie- Daniel Whistler (1619-1684)
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CTBYIOIIIMIMHU Ha 9TOT JeHb O 0OJIe3HAX
nmereii. Ho sTa 6osiesHb cTaja BIIEPBLIE
n3BecTHOI oKo0J0 30 JeT ToMy B OKpY-
rax Iopcera u Comepcera ... 1 C Tex
mop HabJjmgagach 1 B APYTHMX MeCTax,
HanpuMmep B JloHmoHe...».

B 1847 r. nmpodeccop C.®. XoToBUII-

KUH B u3manHoM pyKoBozacTBe «IlemiaT-
PHUKa» IpeacTaBMII OIpeae/IeHIe PAXUTa
Kak 6osiesnu. ITo ero MHEHMIO, PAXHUT 3TO
«0COOEHHOe CTpajaHie YIOJO0OUTEeJIbHOM
IesATeIbHOCTH, OOHAPYKUBAIOIIeecsd IIpe-
NMYIIIeCTBEHHO pacllyxaHueM 1 pa3Msddr- Francis Glisson (1597-1677)
YyeHneM KOCTeil, U HaKOHell, NCKPUBJIE-
HHUEeM MX». PaxuT HepeIKo HA3LIBAJIN BHe AHIINU aHTJINACKOM
00JIe3HBIO, a «IIOBOJAOM K TaKOMY HA3BAHUIO 5TOH 00JI€3HU OBLIO
TO, UTO OHA, B Hauaje CEMHAIIATOTO BeKa, MOSBUJIACH B AHT-
JINH..., XOTSI BIIPOYEM U B IIPEXHNE BpeMeHa OHAa He ObLiIa BOBCE
He M3BecTHOI0». OH 00paTH/JI BHIMAHNE, UTO «K PACIIOJIATAIOIHIM
JKe IIPUYMHAM OTHOCHUTCS 0COOeHHASA HAKJIOHHOCTD K aHIVIMHCKOMN
00JIe3HM, COBPOXKIEHHAs, UM JaKe HacJIeICTBeHHadA...». TeM ca-
MbIM C.®D. X0TOBUIIKMIT HAMHOI'O IIPEIBOCXUTUJI CBOIO BPEMs, IIPe-
BUAA BeOYINYyI0 POJb (haKTOPOB HACJENCTBEHHOCTH B PA3BUTHUU
HEKOTOPBIX, KaK Tellepb M3BECTHO, (hopM paxura.

B 1861-1862 rr. mpodeccop Armand
Trousseau (1801-1867) uzgaa gByXTOM-
HuK pykoBogcTsa «Clinique Medicale de
I’Hotel-Dieu», Tperhe u3gaHme KOTOPO-
ro (1868) 6bLI0 IEpEBEIEHO HA aHTJIHTIC-
Kuii a3uIlKk copom [:xonom Kopmaxxom
u nzgauo New Sydenham Society B 1872
r. (Dunn, 1999). B sToit paboTe oTmeua-
JIOCh, UTO «PAXUT — 9TO 00JIE3Hb PaHHE-
ro IeTcTBa», KOTopas HamboJee YacTo
BCTpeuaeTcs 1o 1,5-1eTHero Bospacra pe-
OeHKAa, HO «Hen3JIeuMbIe ITIOBPEKIeHId,
CBsIBAHHBIE C PasMArYeHnueM KocTeil, co-
XPaHAIOTCA HaA BCIO IIOCJIEIYIONIYIO
Mpodeccop Crenan domu KU3Hb» . IIpodeccop A.Troususeau obpa-

XOTOBULIKWNIA THJI BHUMAaHNE Ha YPE3BBIYAMHYIO BaX-
(1796-1885) HOCTB Bompoca o0 atuoJioruu paxura. OH
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nucaJ: « Kaumar nMmeeT 6eCCIIOpHOE BJIH-
AHNWEe Ha pa3BUTHEe U3 paxmuTa. BoJie3Hb
0eCcCIIOPHO HAMHOI'O Yallle BCTPEUYaeTCs BO
BJIAXHBIX XOJIOOHBIX CTpPpaHax, 4Ye€M B
Opyrux mectax... Ho camas mMoIHas
OPUYNHA 5TOM 00JIe3HL 3aKJIIOUAETCA B
HEeIOCTATOYHOCTUA HUTAHUA...». C IIeJIbI0
npopuJIakKTUKN paxura mnpogeccop
A.Trousseau pPeKOMEHIOBaJI HCIOJIb30-
BaTh PBIOHMIT KUpP, a TaKiKe IPOJJIeBaTh
KopMJIeHNe Pe0eHKA JKEeHCKUM MOJIOKOM.
OH nmcaj, 4TO «Jejas TaK, W 0e3 mc-
IIOJIb30BAHUS JIOOBIX APYTUX CPEICTB, 5
Mpodeccop Armand Trous- BI/I:Z'IeJI BOCCTAHOBJIEHINE PaXUTUYHBIX J€E-
seau (1801-1867) Ten...».

BoJarbimmoe 3maueHue A IIOHUMAaHUS

maToreHesa paxuTa MMeJH HCCJIeSOBaHUS PyccKoro Bpaua M.A.
IITa6ana, paboTaBiero B HauaJie IIPOIILIOT0 BeKa B JeTCKOI KJIN-
HuKe jKeHcKoro MmeguiimHcKkoro nHetutryra B Ilerepoypre. B 1909
r. .A. Illabaxg B TeueHume 2 MeC BBLLICUNJ OOJHLHOTO PAXHUTOM
pebeHKa C IOMOIIbI0 phi6hero xupa. B 1917 r. B Hrio-Mopke
Obljla OpraHuM30BaHa CIlel[UajJbHAA KJINHUKA, KOTOPYIO I'OPOIC-
KOl JemapTaMeHT 3APaBOOXPAHEHUS CHAOMKAJ PHIOBUM JKHIPOM.

B 1919 r. Edward Mellanby BuepBble B 3KCIepHMeEHTe JOKAa-
3aJI, YTO TPECKOBBLIM JKUP AelCTBYeT KaK aHTUPAXUTHUUECKOE CPeI-
CTBO OJraromaps cofep:KaHUIo0 B HEM ocoboro ButamMuta. Hexkoro-
poe BpeMs IoJiaraJiu, 4TO aHTHPAXUTUUYECKAs aKTUBHOCTDL TPEC-
KOBOTO JKHPa 3aBHCHUT OT BHUTAMuHA A, yKe H3BECTHOI'O B TO
Bpemsa (Rajakumar, 2003).

B 1922 r. E.V. McCollum npeamoJouji HajIuure B PuIObeM
JKHpe MPOTUBOPAXUTUUECKOT0 BUTAMUHA, IIOCKOJIBKY IIPOIIYCKAA
CTPYIO KHCJIOPOa uepe3 TPECKOBLIN JKUP U MHAKTUBUPYS BUTA-
MUH A, 00HAPYKUJI, UTO aHTUPAXUTHUUYECKOE IEeHCcTBUE JKUpa U
ocJie 9TOT0 coxXpaHsdeTcsa. Ilpu gaabHeHIINX MOUCKaX OBLI Hali-
IeH B HEOMBLISIEMOI YacTH TPECKOBOTO JKMpa APYroil BUTAMUH,
00JIaJaIoNUHA CUIbLHLIM AHTUPAXUTHUECKUM JelicTBUeM,— BUTA-
muH D, xoTopheiii B 1924 r. BuoepBbie moamyuern A. Hess u coaBr.
M3 PACTUTEJbHBIX MaceJ II0cje yIbTPa()H0JIEeTOBOr0 00IyUeHns
(Y®O) pgaunoit Boaasr 280—310 um (Rajakumar, 2003).

Heckoubko panee, B 1919 r. K. Huldschinsky ycranoBui, uro
PaxuT MOKHO M3J€UYUTDH YILTPa(GUOJIEeTOBEIM O0JIyUEeHUEM.
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B 1931 r. F.A. Askew et al. ycTaHOBMIN CTPYKTYPY BUTAMIU-
Ha D,, KOTOpBIA OBLT MMOJIyYeH CUHTeTHYeCKUM IryTeM B 1936 r.
A.Windaus et al. ua 7-gerugpoxosecreputa mof Bausuauem y P0.

B 60-80-x romax mpoIIJIOTO CTOJIETHUS T'PYIIION MccaemgoBaTe-
Jgeii mox pyxkosoacTtBoMm H.F. DeLuca OblI geTaJdbHO M3yUeH Me-
rabosm3dM BuTaMuHA D, a TaKKe OmMCaHbI ero OOMeHHO-aKTUB-
HbIe ()OPMBI.

Inugemuosnorns

OmHUM 13 OMCKYCCHUOHHBIX BOIIPOCOB B IIPO0JIEMe PaxmuTa SIBJIS-
eTcsA ero pacopocTpaHeHHOCTh. CoryiacHo OOJBIIIMHCTBY AAHHBIX
JIATEPATYPHI, YACTOTA BBISBJIEHUA BUTAMUH D-1edpuiimTaoro paxm-
Ta cocrasiigeT 20-65% y mereii IepBOro roja JKU3HUA B 3aBUCHUMOC-
TH OT KJmMartoreorpaduuecKux ycjaoBuii (Tabs.l). B pasBuTbix
crpanax (CIIIA, fImoHusa u Ap.), B KOTOPBIX IITMPOKO OCYIIIECTBIIA-
eTCsI BUTAMUHU3AIMA IPOAYKTOB IIUTAHUS, BUTaAaMuH D-geduiiur-
HBII PAXUT BCTPeUaeTCA 3HAUNTEILHO perke, UeM B Pa3BUBAOIIUX-
cda crpadax. K coskayieHMnIo, MCTUHHASA PACIPOCTPAHEHHOCThL BUTA-
MuH D-neduiiuTHOro paxmuTa HeM3BEeCTHA, HO Cpeau JeTeil, KOTOphIe
OBLIN TOCIUTAJIN3UPOBAHEI B pasHble KanuHuKY CIITA, Buramun D-
ITe(UIIUTHLIN DPaXUT AUATHOCTHUPYyeTcA B 5-9 ciayuaeB Ha 1 MJuH
rocuuTaansupoBaHHbIX mereir (Weisberg et al., 2004).

B mociengHme roabl BHICKA3bIBAETCSA TOUKA 3PEHUA, UTO IITHPO-
Kas BUTAMUHM3AIUA IPOAYKTOB IIMTAHUA B PA3BUTHIX CTPaAHAX
mupa (CIIA, Aoonus u ap.) cmocoOCTBOBAJIA PEIIeHUI0 ITpobJe-
MBI BuTamMui D-gedunuraoro paxura. OgEako, 1o mueHunio B.D.
Hemuua (2001), sTa TOuKa 3peHUsA OIIMOOUYHA. YJIyUIIIeHUE yC-
JIOBUI JKM3HU, BLIIIOJHEHNE BpaueOHBIX PEeKOMEHIAIIUI IO BOC-
OUTAHUIO pebeHKa, a TaK)ke oboraimeHine IPOAYKTOB IIUTAHUS
BUTaMuHOM D mpuBe/n K 3HAUNUTEIHLHOMY YMEHBIIIEHUIO YaCTO-
THI TAMKEJIBIX U CPEeSHEeTIKeabIX (popM BuTaMuH D-medumuraoro
paxura. HacToTa Ke JIETKUX €ro (popM OCTaeTcAd OUeHb BBICO-
Koii. OTILITHEBIN Bpau-IeUaTP MPaKTUUYECKH Y Kaykaoro 3-4-me-
CAYHOTO MJIAJEHIIA BBEIABUT 2-3 HE PE3KO BLIPAKEHHBLIX CHMIITO-
Ma paxuTta. B cBsasu c¢ atum, mo mHeHHio E.B. Heymaxuna u
A.B. Areiikuna (2004), ciaeayeT Ipu3HAThL, UTO JIOO PaXUT BCTPE-
yaerca npaktudecku y 100% mereii, 1mbo ero Jerkyimo crerneHb
cJemyeT paccMaTpHUBATL He KaK 3a0ojieBaHUe, a KaKk mapadusuo-
JOTHUYECKOe COCTOsAHMEe (IO THUIY KOHBIOTAIIMOHHON KeJTYXU
HOBOPOJKIEHHBIX), CAMOCTOSATEJIBHO McUesaloleecs II0 Mepe Co-
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3peBanus opranusMa. Takas TOUKa 3PeHUs MO3BOJIUT IIPU3HATH
pacIpocTpaHEeHHOCTh paxuTa Ha ypoBHe 25-55% . HacTroTa paxu-
Ta B mocijenHue rogbl B Poccum xosebiserca or 54 mo 66%
(H.A. KopoBuna u coaBT., 1998). MHeHune o ToM, UTO mepBas
CTEIeHb PaXHTa COOTBETCTBYET HAUAJIHLHOMY IEPHOIY OOJIe3HU
He IIPOTUBOPEYUT BBIIIE ITPUBENEHHON TOUKE 3PEHU.

Tabnuua 1
PacnpocTpaHeHHOCTb paxuTa B pasfiM4HbIX permoHax
T Konunyectso Boaspacr, Komuyectso
epputopusa 06CNeNOBAHHbIX net 60nbHbIX MCTO4YHUK
pPaxnTom
Mocksa 2424 o 3 70-80% | A.A. Kucenb, 1896
Tyna 800 75-80% | N.K. CTpxenbbuukunii,
1896
Knes 1067 Ho4 51,7% B.4. Qykenbckuin, 1902
New Haven, CLLA 216 8-18 mec| 81% Eliot, 1925
EBpona 39% cpean | Dabezies, Warren, 1997
HEeZlo0HO-
LIEHHbIX
Poccusa 54-66% | H.A. KopoBuHa 1 coaBT.,
2000
CaypnoBckas 30880 10-15 0,068% | Narchietal., 2001
ApaBus (68 Ha
100 000)

Heob6xoquMo OTMETHUTD, YTO B BRICOKOPA3BUTHIX CTPAHAX, B KO-
TOPBIX TPOBOIATHCSI HEOOXOAMMbIE ITPOGUIAKTIUECKIE MEPOIIPUI-
TUsA, BUTaAMUH D-neUIIUTHBIN PaXUT BCTPEUAETCsS HOBOJILHO Pel-
Ko. B CIITA B Teuenme 10 ser (1975-1985 rr.) B 11 mybaukaiuax
OBLIO OITMCaHO 65 KIMHWUYECKUX CIydaeB BUTaAMUH D-meduriurimo-
To paxuTa y JeTeil B BoapacTe oT 2 10 45 Mec, KOTOpbIe HAXOMU-
JIUCH OO Ha eCTeCTBEHHOM BCKAPMJIMBAHUM, JUOO MOJTyYaH Be-
rerapuanckyio nuirry (Cosgrove, Dietrich, 1985). Kpome Toro, 06-
paiiaeT BEHIMaHMe, uTo 61,5% 5THUX JeTeil OBLIN TEMHOKOMKIIMU 13
ceMell IMMUIPAHTOB a3MAaTCKOro M a(ppUKAHCKOI'O ITPOMCXOKIe-
Husa. Yacroe BOSHMKHOBEHHE BUTAMHUH D-IeHUIIUTHOrO PaxuTa y
JTHUX JeTeli 00bICHAIOT He TOJBKO Aedururom Buramuua D, moery-
HaloIIero ¢ MUIleil, HO HOIMEeHUEM CIeI(pHUUecKOon OIeKIbl, II0-
KPBIBAIOINEH BCe TeJIO 1 Jaske JUI0, a TaKyKe TEMHLIM TUTMEHTOM
KOXKH, IPEIsTCTBYIOITUM 00pa3oBanmio BuTaMuua D.

OxHako B IIocJieHee BpeMs JTake B BLICOKOPA3BUTLIX CTPaHAX
HabJIomaeTca yBeJWUYeHNe YaCTOTHI BCTPEUYAEMOCTH BUTAMUH
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D-pedunuraoro paxuta. B uactmoctu, B CIITA B Teuenue 1986-
2003 rr. B 22 ny0oaukanuax mpejcTaBIeHbl cBeJeHusd o 166 ciry-
yaax BUTaMuH D-meduIuTHOTO paxuTa y AeTeil B Bo3pacTte oT 4
mo 54 mec (Weisberg et al., 2004).

OmHMM Ba)KHBIX (PAKTOPOB PHCKA BOSHUKHOBEHHUS BATaMHUH D-
Ie(pUIINTHOIO PAaXUTa SABJIAETCS HeJOHOIIEHHOCTh. OOLIUHO YacToTa
BCTPEYaEeMOCTH BUTAMUH D-IeUIIMTHOrO paxuTa y JeTeil, POIuB-
IIIMXCA HEJOHOIIIEHHLIMMY, BhIe. Tak, mo gaunasivM Dabezies m Warren
(1997), y 39% mereit, pogusmiuxca B CIITA ¢ Hu3KO# mMaccoii Tena
(menee 1500 r), ObLI BBIABIEH BUTAaMUH D-Ie(UIIUTHBIA PaXUT B
TeuyeHre IIePBhIX ABYX MecAles sKkusHu. Ilprmuem y 10,5% wmabrona-
JINCH II€PEJIOMBI ILJIEYEBBIX KOCTEH, KJIIOUUIIEI, pedep 1 ap.

YacToTa BBIABJIEHUA PAXUTA Y HEJOHOIIIEHHBIX AETEeH 3aBUCUT
oT cTemeHU HemoHomieHHocTu. Ilo mamaeiMm H.A. KopoBunoii u
N.H. 3axaposoii (2003), paxut nuaraocrtupyerca y 10% mereii,
POAUBIIINXCSA HEJOHOIIEHHBIMI HA CPoKe recranuu 32-34 Heje-
JU CO cpenHel maccoii Tema 2323 r.

Caexgyer orMeTuTh, uTo ecau B CIIIA KIMHWMYECKM BUTAMUH
D-geduuTHBIN paXuUT BCTpeUyaeTCcs JOBOJLHO PeIKO, TO Jabopa-
TOPHO BBIABJIAEMBIN HeuIuT BUTaMuHA D oTMeuaeTcss 4acTo
(Hanley, Davison, 2005). Tak, mo gaaasiMm Lebrun et al. (1993),
y 43% pmereii B Bospacre 3-24 mec yposerb 25(OH)D, B cerBopoT-
Ke KpoBHu ObLT HUKe HOpMEI. Gessner et al. (2003) apu obeiemno-
BaHun 133 3m0pOBBIX HeTeii B BospacTe 6-23 mec, IPOKUBAIO-
mux Ha Ansacke, y 11% obrapy:xuau yposerb 25(OH)D, B chbI-
BOPOTKe KpoBu HmKe 15 MKr/i m y 20% — B mpemenex 15-25
mKr/a. Ilpuyem nepunut 25(0OH)D, nabaogaerca u y nereit 60-
Jee craprirero Bospacra. Takx, Rajakumar et al. (2005) oouapy-
xuau HepocraTrouHocTh 25(OH)D, B ceiBopoTKe KpoBu (MeHee 20
ur/mia) y 48,8% mpemybepraTrHoro Bospacra (6-10 iser). Ciemo-
BaTeJIbHO, JabOpaTOPHO BBIABJJAAEMBIN Aedunutr BuTaMuHa D
BCTpeUaeTcsA 3HAUMTEJIbHO 4allle, YeM HAOJII0NAI0TCI KJIMHUUYEC-
KM 3HAUMMBbIe IPU3HAKU PAaXUTAa.

Knaccugukauuns

B Teuenune AJIUTEJIbHOI'O BPEMEHU B KJINHUYECKON ImeguaTpmun
HWCIIOJIb3yeTcA KJaaccupuranusa paxmura, npuasaTas Ha VI Beeco-
I03HOM Che3fie AeTCKUX Bpaueir B 1947 r. mo mpenoKeHUIO
C.0O. ynumkoro. 9ta KiaccuPUKAIINA IpeIyCMaTPUBAET YTOUHE-
HUe Iepuona 00JIe3HU, XapaKTepa TeUeHU W CTelleHU TAMKECTH.
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Opuakxo, 6arogaps yciexaMm B 00JIaCTH N3YUEeHMUS MeTa00 I3
Ma BUTaMuHA D 1 0coOeHHOCTEN KJIMHMYECKOTO TeUeHUS Paxu-
ta, E.M.JIykbanoBa u coasT. (1988; 1991) cmorau HOTOJIHUTE U
CHCTEMATHU3UPOBATh KJaccupurammuio paxura (Tada.2). B ocHo-
BY 9TO¥ KJacCU(PUKAIUYN IPU BEIAEJICHUN KIMHUUIECKONH (POPMEI
paxurTa IoJjio:KeHa TepameBTuUYecKas 3(h¢eKTHBHOCThL Iperapa-
TOB BUTamMuHa D.

CoriiacHO 3TOH KJjaaccupuUKaIMU, BBIAEIAIOT BUTaMuH D-Je-
bunuTHLIN (MU KJIaCCUUECKUiT) paXUT, pa3BUTHE KOTOPOTO CB-
3aHO C HEJOCTATKOM B OPTaHM3Me aKTHUBHBIX MeTab0JNTOB BUTA-
MuHa D, umeroliee Kak 9K30-, TAK U SHIOTEHHOE IPOUCXOKIe-
Hue. XapaxkTepusysd BuTaMuH D-m1e()UIIUTHLIA PAXUT C IIO3UINH
TepaleBTUYECKOr0 BO3AeHMCTBUSA IIpenapaToB BuramuHa D, cie-
IyeT OTMEeTUTh, UTO 00JIe3Hb, KaK IMPaBUIO, dPPEeKTUBHO MO IA-
eTcs JIeUeHUI0, IIOCJIe Uero HAaCTYIIaeT IOJIHOEe BHEI3TOPOBJICHUE.

ITpu BuTamuu D-neduIiiuTHOM paxuTe B 3aBUCUMOCTHU OT CTe-
IeHN BBLIPAYKEHOCTH KJIMHWYECKHX IPHU3HAKOB PA3JIUUYAIOT TPHU
crenenu: I — gerkasa, II — cpeguersikenas u III — Taxenad.

B zaBucuMocTH OT xapaKTepa TeUeHHS Pa3audaioT OCTPOeE,
MOJOCTPOE U PEIUAUBUPYIOIee TeUeHNeE.

ITpu xapaxTepruCTHKe TeUeHUS PAXUTA BBIAEIAIOT CIAeAYIOIIe
mepuoAbl 3a00JieBaHU: HaYaJIbHBIN, pasrapa, pemapaiuu, ocTa-
TOUYHBIX SABJIEHUN.

ITo muenuio B.®. [lemuua (2001), Bpsam aum 1eaecoo6pasHO
BBIJeJIEHNEe KaJbIUN- U (pocholIeHnUYeCKOro BApNauTOB U PaXu-
Ta 0e3 N3MeHeHnA KOHIIEHTPAIluU KaJabliud 1 ¢ochopa B KPoBHU
(E.M. JlyxkbanoBa u coaBT., 1990). Peub moxkeT matu Jjubo o
CTaAUMHOCTY OMOXMMHWUYECKHX H3MeHeHuii, Jubo o IIpeodiaanma-
HUU CHIKEHHUSA KOHIEHTPAIlIU TOTO MM MHOTO 3JeMeHTa. AHa-
JOTUYHON TOUKHN 3peHusa npugepsxupaiorca I'.A. CamceirzHa
(2004), H.A. Koposuna, 1.H. 3axapoBa (2004), KoTophle Tak-
JKe CUMTAaloT, UTO peub HUJeT He O BapumaHTaxX 3a00JieBaHHUI, a O
CTaAUAX METAa0OJMUECKIX PACCTPOIMCTB B PA3BUTHUUN PAXUTA.

Buramuu D-3aBucuMBINA, MJIN IICEBAOAS(DUIIUTHLINA, PAXUT —
3aboJieBaHMe, HacjeayeMoe II0 ayTOCOMHO-PEeIecCCuBHOMY THUITY,
IPOTEKAaloIlee ¢ BhIPAKEHHON KaJbIUIIEHNeH W OCTeOMAaJIAIN-
eii. Pagnmunuaror aBa Tuma 3aboneBaHusA. IIpuunHbl 3a00/IeBaHMs
I Tuma cBA3BIBAIOT C BPOXKIEHHBIM JedeKToOM IIpeBpalneHus 25-
oxkcukagbnudeposa B 1,25-A1M0OKCUKAILIINPEPOT BCIEACTBIE
HeJOCTAaTOUHOCTU 10-TUApPOKCUIa3kl B moukax. [Ipu II Tume 60-
Je3Hu cuHTe3 1,25-muruapokajbiu@eposia B oprainsMe He Ha-
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pyiieH, HO HaOJIOJAeTCA PEe3UCTeHTHOCTL peremntopoB K 1,25-
IUTUIPOKCUKATLITN(MEPOTY OPraHOB-MUINIEHEI; KOHIIEHTPAIIUS
9TOr0 MeTaboJauTa B KPOBU OOJBLHBIX JETEH IIPEBLIIIAeT HOPMY.

B oranuume or Butamuu D-meduiiuTHOTO paxmTa, HauaJIbHBIE
IpU3HAKU 3a00JIeBaHUA IPU BUTAaMUH D-3aBUCHMOM paxXxwuTe IIO-
ABJIAIOTCA MO3Ke, B Bo3pacTe 5-6 Mec, IIpu 3ToM AeOPMUPYIOTCS
IIPENMYIIIECTBEHHO KOCTH HIKHUX KOHEUHOCTEH, BOSMOXKHEI T'H-
noKaJbImeMuueckue cygoporu. Ilpum Butamun D-3aBucumMom pa-
XH1Te UCIOJb3YIOT BEICOKIE M03bI BUTaMuua D, HO TepameBTHUeC-
Kuit oPeKT mpenapaTa B U3JIeUeHUN 3a00JIeBAHIA OTCYTCTBYET.

IIo muenuio JI.A. Bepreca (1991), Buramun D-zaBucumbrit
PaxuT IPeANOUTUTEIbHEee HAa3LIBATh «THHOKAJbIIMeMUYECKIUH
paxutr». OgHAKO, Ha HAII B3IJAL, 5TO BPAL Ju OyIeT CI0oco0-
CTBOBATH JIYUIIIEeMY IIOHUMAHUIO CyTH IIPO0JIEMbI PAXUTAa, ITOCKOJIb-
Ky TeueHre BUTAMUH D-medUITNTHOrO paxuTa TaKKe COIIPOBOK-
JaeTcs I'MIOKaJbIIueMUuen.

TepaneBTuueckuit aPeKT 60gbITUX K03 BuTamMuHa D orcyT-
CTBYeT TaK:Ke y IeTell ¢ BuTaMuH D-pe3ucTeHTHBIM paxutoM. K
9TOoM rpyiie D-pe3arcTeHTHOTO paxnuTa OTHOCAT CEMEMHBIM BPOXK-
IeHHBIN runodochareMuueckuii paxut uiau pochar-guader, Ko-
TOPBIA MOYKET UMETh CIleIlIeHre ¢ X-XpPOMOCOMO, a TaKKe ayTo-
COMHBIN JOMUHAHTHBIN runodochareMUUecKnii paxur.

Buramuu D-pesucTeHTHBII paxXuT HAOJIOZAeTCsS y JeTei C
6osesnbio uau cuaapomoM Jlebpe-me Touu-PaHKOHU U C TTOUEU-
HBIM TYOYJIAPHBIM aIliA030M, a TaK:ke Impu runodocdarasmu.

ITo muenuto I''A. Camceirumnaoi (2004), ¢ KOTOPLIM COTJIACHBI
H.A. Koposuna u M.H. 3axaposa (2004), pamuoHaJbHBIM CJIe-
IyeT CUUTATh IPeIJI0KeHre 0 HelleJaecoo0pasHOCTH MCII0JIb30Ba-
HUS TEPMHHOB «MJIAJEHUECKUN» U «KJIACCUUECKUN» PaxXUT, KO-
TOpBIE He OTPaKaIOT CyTH 3a00JIeBaHUA U He HECYT CYIIeCTBEH-
HOM mH(popManuu A Bpada-meauaTpa.

B paboueii kmaccupurariuu E.M.JIykbsaHoBoit um coaBT.(1988)
BbIJIeJIEH BTOPUYHLIN PAXUT, KOTOPLII PAa3BUBAETCSA y AeTel BCJIEeI-
CTBIE Pa3INUYHBbIX COMATHUECKUX 3a00JIeBaHUI, a TaKKe II000UHO-
Io JefiCTBUSA HEKOTOPHBIX JIEKAPCTBEHHLIX CPEeACTB. BTOpMUHELIN pa-
XUT MOXKET BO3HUKATH HPHM XPOHWUECKUX 3a00JIeBaHUAX IIOUEK,
IIpY KOTOPBIX PA3BUBAETCA XPOHUUECKAs MOUYeUHAs HeIOCTaTOou-
HOCTb. PaxuTnuecKre U3MEeHEeHNsI MOT'YT HAOII0MaTHLCSA IPU XPOHU-
YyecKUX 3a00JIeBaHUAX MeUeH! (TeIaTUuT, IIPPO3 ITeUeHr) 1 00CTPYK-
IIUY JKEeJTUEBLIBOAAINUX ITyTel (aTpesus »KeTUYHBIX XOAO0B), KOTAa
HapyIaercs odpasoBaHme MU IIOCTYILIEHUE JKeIUr B KHUIIeUHUK
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PaGouas knaccudukauma paxura
(E.M.JlykbsiHOBa 1 coaBTOpbl, 1991)

Tabnnua 3

ButamunH D-aepuUnHTHBIN
paxuT Knaccuyeckui

ButamuH D-3aBucumblin
(nceBpoaedULNTHBIN) paxuT

ButamuH D-pe3ncTeHTHbIn
paxuTt

BTOpuWyHbIN paxuT

Mepuron 3abonesaHns:
HavanbHbIN, pasrapa,
penapaummn, 0OCTaTOYHbIX
ABNEHNN

CTeneHb TaXecTun:

| — nerkasi, Il — cpegHeTa
xenad, [ll — Taxenas

Twun | — reHeTnyeckuin
nedekT CUHTE3a B NOYKax
1,25(0OH)o-D3. Tun Il —
reHeTnyeckas
PE3UCTEHTHOCTb
pPEeuenToOpoOB OPraHoB-
Muweren k 1,25(0H)o-Dg

1. CeMeliHbIn BPOX
[eHHbIM rmnodoc
daTremMmyecknii paxuT nnmn
dochaTonaber: a)
cuenneHHas ¢ X-
XPOMOCOMOW
runodocdaremms 6)
ayTOCOMHBbI
[AOMMWHAHTHbIN
runogocodare
MNYECKNNPaxXUT

1. Mpwn 6onesHn noyex,
neyeHn 1 o6CTPyKLMM
XENYEBbLIBOASALLUNX NyTEN

2. Npu cnHapomax
Manbabcopbumm

3. Mpwn 6onesHsix obmeHa
BELLECTB (LUCTUHYPUS,
TUPO3MHEMUS N AP.)

XapakTep TeyeHus: OcTpoe,
NoAOCTpoe, PeLmanBmpyto-
wee

BapuaHThb!:
KanbUnneHn4eckum,
dochoneHmyeckuit, 6e3
OTKJIOHEHWUIA coaepXaHnn
Ca 1 P B CbIBOPOTKE KPOBU

2. bonesHb nnn cMHOPoOM
Jebpe — ne ToHn —
daHkoHN

3. MoyeyHbIn TyOYnapHbIi
aumaoos

4. F'vnodocdaTasms

4. NHayumpOBaHHbIN
deHobapbuTanom nmbo
opyrumm

DANTENbHO
Ha3HaYyaeMbIMun
NMPOTUBOCYA0POXHBLIMU
npenaparamu,
rNIOKOKOPTUKOMOAMMN

a.1uxed o0 BuHaLdge.LoadU animoQ | egeLr|



B.I". MavigaHHuK «PaxuT y AeTel: COBPEMEHHbIE acreKTbl»

U YCBOEHNE JKHUPOPACTBOPUMBIX BUTAMIHOB, B UACTHOCTY BUTAMI-
Ha D. BTOpUUHBIN paXUT OTMeEUYaeTCsa IPHU CHHAPOME Mabhadbcopo-
Uy, KucTohropose MoMKeIyJOUHOM »KeIeshl, a TaKKe IIpu 00J1e3-
HAX o0MeHa BelrecTB (IIMCTUHYPUS, TUPOSUHEMUA 1 Ip.).

B oranune or BurtammHa D-medmmuTHOrO paxmra, OoCTeoIlla-
TN, BOSHUKAIOIIAA Ha POHEe XPOHNUYECKIX 3a00/IeBaHNI IIeUeH !
U IOYeK, MOJKEeT Pa3BUTHLCA B JII0OOM IIEPUOME IeTCTBA, He MMeeT
IMUKJINYECKOT0 TeUeHUs U CBA3U C BpeMeHeM roja.

Kpome Toro, OmmMcaHbBI caydyad BTOPUUHOTO PaxmuTa, MHIYIIU-
poBamHbIe eHOOAPOUTATIOM JIUOO APYTUMHU AJIUTEJIbHO HasHaUa-
eMBLIMU IIPOTUBOCYAOPOKHLIMHU IIperapaTamMu. OTH IIpenapaThl
BBI3LIBAIOT 3HAUNTE/NILHOE CHIKEHIEe YPOBHA 25-THIPOKCUKAIL-
mudeposia BCIeACTBHE YCKOPEHHOTO KaTaboausMa B MeUYeHH.

HeMuHepanusanusa cKeJeTa U CUMITOMBI BTOPUYHOTO pPaxu-
Ta MOTYT Pa3BUBATLCA TaKKe IPU MJIUTEJTbHON Tepaluu III0KO-
KOPTUKOUIAMMU.

B MexayHapogHOM CTaTUCTHUYECKOMH KaaccuuKanumy 00JIe3Hen
U IpobJseM, cBsI3aHHBIX co 3mopoBbeM (MKB-10) paxuT paccmar-
puBaeTca He B pasielie TUIIOABUTAMHHO30B, a B paszese «bBoJes-
HU SHAOKPUHHOM CUCTEMBI, PACCTPOMCTBA MUTAHUA U HAPYIITCHU ST
oomena BertecTB (mmupp E00-E90). IIo muenuio B.®. [emuua
(2004), sTuM caesaH CYITeCTBeHHBIN, HO He PEIaroIinii mar.

B coorBercTBuu ¢ MKB-10 pasanuaior:

- E55 Henocrarounocts ButamuHa D
+ NckarouyeHsl:

« ocTeoMaJANUSa y B3pocabix (M83.-)

- ocreomopos (M80-M81)

- mocaencTBus paxuta (E64.3)

E55.0 PaxuT akTUBHEBIH

« OcreomanAnusa: AeTcKas, I0OHOIIecKas
E55.9 HegocraTouHocTh BUTaMuHa D HeyTOUHEHHAS
E64.3 IlocinemcTBus paxuTa

E83.2 Hapymienusa oomena gocdopa

« Buramun D-pesucrenTHas (nIit):

« Ocreomanamnus

« Paxwur

Takum 00pasoM, IIOABOAS HEKOTOPbIE MTOTH, MOMKEM YTBEP K-
IaTh, UTO B HACTOSAINEe BpeMsA Pa3IMUYaioT TPU OCHOBHbBIE KJIMHU-
Ko-mmaToreHernueckue (popMbl paxmuTa: BUTaAMUH D-meuuTHBIN
paxur, BuTaMuH D-3aBucuUMBIl (IICEBAOMEDUITUTHBIN) PAXUT U
rumnodochaTeMuuecKuil paxuT (BUTaMUH D-pesrcTeHTHBINH PaXUT).
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MaBa 2.

BUTAMUH D-BEDPULINTHBIA PAXUT

Onpedenenue. Buramun D-gedunurHbiil paxut — 3abojieBaHTe
MHTEHCUBHO PACTYIIero JeTCKOT0 OpraHmn3Ma, o0yCcJI0BJIeHHOe Ha-
pyiienueM peryaanuu GpochopHO-KaIbIIeBOTO 00MeHa U MUHe-
pajmsanuy KOCTHOI TKaHU B pedyJbTare Aeduiinra Buramuua D.

His1 mydirero mOHMMAHUS CYIIHOCTH IIaTOreHe3a BUTaMuH D-
IeUIUTHOTO paxuTa HeoOXOAMMO, Hpeskje Bcero, 3HATh OCO-
0EHHOCTH CTPOEHUSA KOCTHOI TKaHW, MeTa00oJM3M KaJbIlUd U
dochopa, a Takke PU3NOJOTHUESCKYIO POJL BuTaMuua D B opra-
HU3Me U eTr0 MeTaboJII3M.

Kocmuas mrans. CorjlacHO COBPEMEHHBLIM JAHHBIM, KOCTHAS
TKaHb IPEeICTaBJIAET CO00H TMHAMUYHYIO *KUBYIO TKAaHb C BHICOKOI
YyBCTBUTEJIbHOCTHIO K PA3JIUYHBIM PEryJIATOPHBIM, KOHTPOJIUPYIO-
M MeXaHuM3MaM, a TaKXe K 9HA0- 1 3K30T'€HHBbIM BJIMAHNIAM.
Kocts — He TOMBLKO Opran omopsl, HO ¥ BaXKHEHIIINHN YUaCTHUK MHU-
HepaJbHOTro oOMeHa. MHTerpaJbHLIM IOKasaTeseM MeTa0oJIvuec-
KOU aKTHUBHOCTYU KOCTHOM TKAHU CJIYsKAT IIPOIOJIMKAIOIIMECS B Te-
yeHNe BCEH JKU3HU IIPOIeCChl aKTUBHOI IIepPeCTPONKU 1 OOHOBJIE-
HIA KOCTHBIX CTPYKTYP. OTHU IIPOIIECCHI, C OTHOI CTOPOHDI, SBJISIOTCS
Ba*KHBIM MEXaHU3MOM IIOIeP:KAaHMs MUHEPAJIbHOI0 TOMEeoCTasa, ¢
Ipyroit — 00ecIreunBaOT CTPYKTYPHYIO afalTalliuio KOCTU K MEHs-
IOIITUMCSA YCJIOBUAM (DYHKITMOHUPOBAHUA.

Kax msBecTHO, KOCTHAs TKAHb COCTOUT M3 TPeX OCHOBHBIX
KOMIIOHEHTOB: KJIETOK, OPTaHMYECKOr0 MATPUKCa M MUHEPaJb-
HBIX BelllecTB. Ha [0JIf0 KJIETOK IIPUXOAUTCSA BCEro OKO0JIO 3%
ob6beMa KocTHOM TKauu. OHM IIpeAcTaBJIeHEI OCTeo0IacTaMu, OC-
TEOIUTAMHU U OCTEOKJIACTaAMMU.

OcreobsacTsl ObLIM BIepBble omucaHbl I'. Ilommepom B 1885
rogy. OHI/I IIPOUCXOOAT N3 ME3CHXNMHBIX KJIETOK-IIPEeOIIIeCTBEH-
HUKOB. OcTeo0acThI 00Pas3yIoOT CIJIOIITHON KJIETOUHBIN IJIACT HA
moBepxHOCTH opmMupymomeiica Koctu. OcHOBHAS (GYHKIIUA OC-
Teo0JIACTOB — CUHTEe3 OEJIKOB OPraHUUYECKOT0 MaTPUKCa, B YaCT-

19



B.I". MavigaHHuK «PaxuT y AeTel: COBPEMEHHbIE acreKTbl»

HOCTH KOJIJIareHa, OCTEOKAaJIbIIMHA M OCTEeONOHTHHA. Bmocien-
CTBUH B OPraHMYECKOM MATPHKCE OTKJANBIBAIOTCA MUHEPAJb-
HbIe BellecTBa. OcTe00JIACTBI COAEepP AT IeJoUuHyio (ocdarasy,
HecyT pememnTophl K mapatupeouaHomy ropmony (IITI) u
1,25(0H),D, u cmoco6u®l K mpoaudepanuu. OcTeobgacThl, OKPY-
JKeHHbIl€e MHWHEPAJIN30BaHHBIM OPraHNMYEeCKHM MaTPHUKCOM, IIpe-
BPAILAIOTCS B OCTEOIIUTHI.

B 3pesioii miracTuHYATONM KOCTH OHM BCTPEUAIOTCA B ABYX (hOP-
MaXxX: aKTHBHBIE OCTEO0JIACTHI M MHOKPBLIBAIOIINE KOCTh KJIETKH.
AKTHBHBIE 0CTE00JIACTEI — KyOMUeCKe MIN IININHIPUYECKHE KJIeT-
KH ¢ TOHKUME oTpocTKamMu. OHM pacmoaraloTcsa Ha IOBEPXHOCTH
KOCTH B 30HAX KOCTeOOpasoBaHMS M IMOKpBIBaiOT 2-8% oOIIei
KOCTHOI ITOBEPXHOCTU. THMINUHBIN (hepMeHT — IejouHas pocda-
rasa. IIoKpbIBaOIe KOCTh KJETKM — BapHAHT TEePMUHAJIBHOMN
TpaHchopMaIuy 0CTe00JIaCTOB, IIJIOCKUE KJIETKH, TOKPLIBAIOIIE
70-80% KOCTHOI IOBEPXHOCTH B CKeJIeTe B3POCJIOr0 4YeJIOBEeKa.
ITU KJIETKU 00pasyioT reMaTOoIe III0JIAPHLII 6aphep KOCTH.

AKTUBHBIE 0cTe00JaCThl HOPMUPYIOT OCTEOUIHBIE TIJIACTUHKN
BHOBBb O0Opa3yIOIIerocsi KOCTHOI'O BEIleCTBA IIYTEM OTJIOMKEHIS
KOJIJIar€HOBBIX BOJIOKOH M OCHOBHOIO BeIllecTBa (IPOTEOrnKa-
HOB), KOTOpPBIE OHU CUHTE3UPYIOT. B 30He hopMUPOBAHUSI HOBOI
kKoctu HaxoxutTcsa 300-400 ocreobsiacToB, 3a mepuon 8-9 mHeii
OHU CHHTE3UPYIOT CJIOI ocTeonza (HeMHHEPAJIN30BAHHOIO MAT-
puxca) roamuaoi 12 mKmM. ITocae 10-mHEBHOTO IEepuoma cos3pe-
BAHUA OCTEOHIa HACTYIIAeT ero MuHepaausamus. Ka bl gqecs-
THI OCTeO00JIaCT IIOCJIe 3aBepIlleHus (GOPMHUPOBAHUA KOCTHOI'O
BeII[eCTBA OKAa3bIBaeTCA 3aMYyPOBAHHLIM B MHUHEPAJIN30BaHHBIN
MaTPHUKC U IpeBpaimnaercsa B octeonuT. OcTaabHbIE 0CTE00IaCTEI
OCTAIOTCS HA IIOBEPXHOCTH KOCTH U IIEPEeXOAAT B HEAKTHUBHOE
COCTOsSIHIE, 00Pa3yIoT 0apbep MIOCKUX KJIeTOK. CPOK aKTHUBHOI
JKU3HU ocTeobaacToB cocTaBiasaeT 10-20 cyTox.

OcTeouThl — 3peJibie, Helrpoaudepupymolnre KieTk. Ouu pac-
[I0JIATAIOTCA B IIOJIOCTSIX MEMKIY CJIOSIMU HOBOOOPA30BaHHOI KOCTH.

OcTeoKJacThl — KPYIHBIE MHOTOSIEPHBIE KJIETKMN, 00pasyio-
Iecsd IIyTeM CANAHUA TeMOIOITUYECKUX CTBOJOBBIX KJIETOK
MOHOIIUTAPHO-MaKpodarajibHoro poctea. OHM XapaKkTepusyoT-
cA BBICOKOM aKTUBHOCTBHIO TapTpaT-pPe3UMCTEHTHON KuCJION ¢oc-
darasel. I'maBHAsS (PYHKIIUSI OCTEOKJIACTOB — PEe30POIHS KOCT-
HOUl TKaHMU.

B spesoit koctu 0,1-1% mDOBEpXHOCTU 3aHMMAIOT JAKYHBI,
colep:xalre OCTEeOKJacThl (aKTUBHAs pesopbrus), 5-10% 1mo-
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Masa 2. ButamuiH D-aeuumnTHbIV paxut

BEePXHOCTHU — IIyCTHIE JIAKYHBI (HeaKTHUBHAs pe3opoiusa). B mecte
KOHTaAKTa OCTEOKJacTa C KOCThIO pasjityaloT CBETJBLIN Kpaul u
roppupoOBaHHYI0O KaliMy, KOTOpas SBJAETCS 30HOW aKTHUBHON
pesoplbInu KOCTHOTO BerlecTBa. Iloxa meficTBreM BLICBOOOKIae-
MBIX OCTEOKJIacTaMu (DEPMEHTOB 1 BOJOPOIHBIX MOHOB IIPOMUCXO-
IUT PACTBOPEHNE U Jerpajalius MaTPUKCa KOCTH.

OprannuecKuii MaTPUKC BKJIIOUAET KOJJIATreHOBbIe BOJIOKHA U
Ipyrue 6GeJKH, CUHTe3UPyeMble OcTeo0JacTaMu, a TaKKe 0eJaKH,
mocTyIarwIe U3 KpoBu. ['JTaBHBIT KOMIIOHEHT OPraHNYecKOro
Mmarpukca — KoJared I tuma (90-95% maccel Bcex oprammuec-
KHMX BeIecTB KOCTHOII TKaHM). MuHepaJbHbIe BeIlleCTBa KOCTHU
IIpeaCcTaBJIeHbl I'IABHLIM 00pPas3oM KPHCTALIAMHU T'HMIAPOKCHAIA-
ruta [Ca,,(PO,),OH,] u amophubEIM QochaToM Kaabmus
[Ca,(PO,),]. MunepanbHbIE BellleCTBa HEKOBAJEHTHO CBA3AHBI C
OelkaMM OpraHHMYECKOro Marpukca. OpueHTaIUs KPHUCTAJIIOB
TUIPOKCHAIaTUTAa OIPee/sieTcs B IIEPBYIO OUYepeab OPUEeHTAIH-
el KOJLIareHOBBIX BOJIOKOH MaTpHKCA.

Cucmema RANK-RANKL-OPG. O6GpasoBanmue KOCTU IIPEBBI-
IIaeT pe3opoOIMio B IepHOJ POCTa CKeJgeTa, 1 HaobopoT, pe3opo-
IUs IpeBaJIMpPyeT B IOCJIEAYIOIeM IIepHOe *KU3HU UYeIOBeKa.
O6a mpoiliecca KocTeoOpa3oBaHusAd ABIAIOTCA Pe3yJIbTATOM TECHO-
ro KJIETOYHOT'O B3aMMOIENCTBUA OCTE€00JIaCTOB U OCTEOKJIACTOB.
3HAUYNTEJIbHBINM IPOrpect B IOHNMAHUM OCTEOKJIACTOreHe3a ObLI
IOCTUTHYT C OTKPBLITHEM HeJaBHO HOBBIX UJIEHOB ceMelicTBa (hak-
TopoB HeKkposa omyxoaum (TNF), mx aurangoB um pelenTopoB
(RANKL-RANK-OPG), urparmoIinux KJIOUYEBYIO POJb B (OPMHU-
poBanuu, nuddepeHIIuPOBKe 1 AKTUBHOCTH OCTeOKJIacToB. OHHI
MOTYT 6BITB MOJIEKYJIAPHBIMHA IIOCPEJHNKAMU MHOTHUX PEryJjdaTo-
poB (Bezerra et al., 2005).

RANK (receptor activator of NF-kB) — pemenTop-axTuBaTop
HyKJeapHoro (amepaoro) paxtopa KB (NF-kB), skcupeccupyer-
Ccs HA IIOBEPXHOCTH I'eMOIIOITHUUYECKUX KJIETOK-IPEIIIeCTBeHHN-
KOB OCTEOKJIACTOB U ABJAeTcsa perentopoM ajasd RANKL. AxTu-
Bamusi RANK mocsie cBsI3bIBaHUA C JIUTAHAOM OCTEOIIPOTEerepu-
Ha (OPG) cTuMynaupyeT pe3opOUPYIOINIYI0 AKTHBHOCTL JTHUX
kierok (Bezerra et al., 2005).

RANKUL (receptor activation of NF-kappa (-ligand) — Tpamc-
MeMOPaHHBINM JIUTAH] PellelITopa-aKTUBATOPA SAePHOro (HyKJie-
apHOro) (paxTopa KB, sKcIpeccupyeTcsi Ha IIOBEPXHOCTH OCTE00-
JIACTOB M CTPOMAJILHBIX KJIETOK, a Takxke T-aummpornurax, cBs-
spiBaeTca ¢ RANK-perenTopoM, 3SKCIpPeCCUPOBAaHHBIM Ha
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IIPEeIIIIeCTBeHHNKAX OCTEOKJIACTOB KPOBETBOPHBIX KJIETKAaX, HMH-
OYIIMPYeT mpoiiecc AudpPepeHIINPOBKU U CO3PEBAHNA OCTEOKJIAC-
TOB, MHrHOUpyeT ux amomnTos. IIpu morepe skcupeccuu RANKL
BO3HHKAaeT me)eKT B paHHeln nud@epennuposke T- u B-KieToxk,
YTO JaeT MPEANOCBLIKM IJIA HOHMMAaHUS BO3MOYKHOI'O B3aMMO-
IeliCTBUSI IPOIECCOB, IIPOTEKAIOIUX B KOCTHOM TKAHU U HM-
myHHOHI cucteme. RANKL a6coaioTHO He0OXOAUM AJIsI PA3BUTUS
ocreokJjactoB (Bezerra et al., 2005).

OPG - ocTeompoTerepus, INIMKOIPOTENH, IIITPOKO SKCIPECCH-
POBaH B PA3IMUHBIX TKAaHAX, 00J1aJaeT CUJIbHON MHTUOUTOPHOI
AKTHUBHOCTBIO OCTEOKJIACTOreHe3a, T.e. SABJISETCS MOIIHBIM HH-
rubuTopoM KocTHOU peszopouuu. OPG peiicteyer aaa RANKL
KaK pacTBOPUMBINT « MHUMBIHN» («JIOMKHBIN» ) PEIENITOP, KOTOPHIH
KoHKypeHTHO OJ0oKupyeT B3ammomeiicTBue RANKL ¢ RANK u
TaKUM 00pa3oM MHrHOupPyeT (GOPMUPOBAHIE 3PEJIbIX OCTEOKJIAC-
TOB, HapyIllaeT IPOIIeCC OCTEOKJIaCTOTeHe3a U Pe30POIIUi0 KOCT-
voii Tkauu (Bezerra et al., 2005).

Cucrema RANKL/RANK/OPG, a TouHee 6ajaHCc MeXIY IIPO-
nyknueit RANK u OPG, 3anumaeT IeHTpajJbHOE MECTO B pery-
JAIUN Pe30POTUBHOM aKTHBHOCTH OCTEOKJIACTOB. BajaHC MeX-
1y RANKL u OPG ¢gakTuuecKu ompeaesiseT KOJIMUIeCTBO Pe3op-
oupoBaHHOI KocTu. Ilo-Bugumomy, OPG Mo:KeT mpegoTBpaIiaTh
KaapupuKamuo Kpynueix aprepuit (Bezerra et al., 2005).

Memaboarusm kaavyus. I'mTaBHasg poJb B MeTab0In3Me KaIbIHs
B OpraHM3Me UeJIOBeKa ITPUHAMJIEKUT KOCTHOU TKaHu. B KocTax
Kajpnuii mpezcTasier docharamu — Ca,(PO,), (85%), xapbona-
ramu — CaCO, (10%), conaMu OpraHMYeCKMX KHCJOT — JMMOH-
HOM 1 MoJIOUHOU (0K0Ji0 5% ). BHe cKeeTa KaJbIIUi COOEPIKUTCA
BO BHEKJIETOUHOH JKUIKOCTH U IPAKTUYECKH OTCYTCTBYET B KJIET-
Kax. B cocTaB IJTIOTHOTO MaTpPUKCA KOCTU, HAPALY C KOJLJIIAareHOM,
BXOUT (pochaT KaJbIUA — KPUCTAINUECKOe MITHEPAJIbHOE COeIM-
HeHue, 6imsKoe K ruapoxcuiaanarury Ca, (PO,)(OH),. Yacts nonos
Ca?* zamernena nonamu Mg2t, HesHaunTeaIbHAS YyacTh noHoB OH-
— moHaMm (pTopa, KOTOPHIE MTOBLIMIAIOT IIPOYHOCTh KocTu. MuHe-
pajibHbIe KOMIIOHEHTHI KOCTHOI TKAHM HAXOIATCS B COCTOSHUU
XNMHUUYECKOI0 PaBHOBECHSA C MOHAMH KaJbIUA U (ocaTa CHIBO-
porku KpoBu. KjaeTKu KOCTHOII TKAHM MOTYT YCKOPSATDH OTJIOMKE-
HUe WJN, Ha000pOT, PACTBOPEHIE MUHEPAIbHBIX KOMIIOHEHTOB IIPK
JoKanbHEIX n3MeHeHnax pH, KormenTpamuu nonos Ca®", HPO >
, XeJaTooOpas3yIoNInX COeqUHEeHNIA.

B opranusme pebeHKa comep:kuTca 1kr Kaabiusa, 99% kKoto-
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pOTo HAXOAUTCS B COCTaBe KOCTHOI'O cCKeJieTa, a 1% — B KpoBU u
IPYIruX XKUTKOCTAX opranmama (puc.2). OH cocTaBisdeT OKOJIO
2% wmaccel Tesa. B mirasme KpoBu cogepixarca hpaKIiy CBA3aH-
HOro ¢ Genkom (HeaguddyHaupyoiiero) Kanbitug (0,9 MMoan /i)
u guhdyaaupyoiero: nonusduposanuoro (1,1-1,4 Mmmons/n) u
HemouusupoBaHuoro (0,35 Mmosb/). Bo BHEKJIETOUHOH KUI-
KOCTH KaJbIlus comep:kuTcsa oxoso 20 mr/100 m.

ExxenmeBHO B KHUIIIEUHMKE BCACBIBAETCA OKOJIO 1 I' KaabIusd,
u3 Kotoporo 0,2 I mMOCTyIaeT BO BHEKJIETOUHYIO KHUIKOCTb, a
OCTaJIbHOE KOJHMUYECTBO BhIJeadeTca ¢ KajaoM. Oxoio 10 r kaib-
IuA B TeUeHNe CYTOK pUILTPpyeTcA B mMOUKaxX, Ho 9,8 r 13 sToro
KoJimuecTBa peabcopbupyercs B KaHAJIbIIaX MOUeK 1 TOJbKO 0,2
BbIZleJIAeTCA ¢ MOouoii (puc.2).

Koctn KnweuyHuk
" Ca*21r/cytku

Ca*21kr |

Ca*20,5r/cyTkun (
Ca*2 0,2 r/cyTkn --—

/

dunbrpauusa Ca*?

Ca*29,8 r/cytkn + Ca*210 r/cyTtku

Ca*20,8 r/cytku

Moukn

Ca*20,2r/cyTku

Puc.2. O6meH kanbLms B opraHname

BuosiornuecKkn akKTUBHBIM ABJIAETCA HOHHSHpOB&HHBIfI KaJjab-
Iuii, OH IPOHUKAET B KJETKMH uepe3 MeMOpaHbI, HEMOHU3UPO-
BaHHaA opMa cBA3aHa ¢ 6eakaMu (aJIbLOYMUHOM), YIJIeBOAAMU
U IPYTUMU COeTUHEHUAMU. BHYTPHY KJIETOK KOHIIEHTPAI[UA CBO-
6omHOTO Kanblinsad Hu3Kad. Tak, obIasa KOHIEHTpaIlls NOHOB
Ca?" B muromiasMe 5pUTPOIMTOB COCTABJSIECT OKOJI0O 3 MKM, m3
HUX Ha CBOOOJHLIE MOHLI IpuxoauTca MmeHee 1 MKkM. I'paguenT
KOHIIEHTPAIMY NOHOB KAJbIINA II0 PA3HbIe CTOPOHBI OT MeMOpa-
HEI (oT 102 1o 105) moamep:KuBaeTCA MPU IIOMOIITY KAJIbIIMEBOTO
Hacoca. OueHb MemageHHasa oopaTHaa Aud@ysus MOHOB BHYTPD
KJIETKH IIPOTHUBOCTOUT paboTe Hacoca.

23



B.I". MavigaHHuK «PaxuT y AeTel: COBPEMEHHbIE acreKTbl»

Ca?" OTHOCUTCS K BTOPMUHBIM MECCEHIKepaM — BHYTPUKJE-
TOYHBIM BEIIeCTBAM, KOHIIEHTPAIMA KOTOPHLIX KOHTPOJIUPYETCS
ropMOHAMM, HelipoMeIuaTopaMy, BHEKJIETOUHBIMU CHUTHAJAMMU.
Huskwuit ypoBeHb KaJbIUA B KJIETKAX IOAAePKUBACTCA KAJIbIIY-
eBurIMH HacocaMu (KaabliueBbIMu ATd-azaMm) M HaTPUNKAIbL-
IUeBLIMU OOMeHHuKaMu. Bricokaa aktuBanusa Mg?t-, Ca2t-ATd-
a3blI CBA3aHA ¢ KOH(MOPMAI[MOHHLIMY N3MEHEHUAMU KaJIbI[MEeBO-
ro Hacoca, IPUBOAAIUMHU K mepeHocy Ca?'. Peskoe yBenuueHnue
COZIEPIKAHUA KAJIBIINA B KJIETKE IIPOUCXOIUT IPU OTKPBITHYN KaJlb-
[[MEeBBIX KAHAJIOB UM BHYTPUKJIETOUHBIX KaJbI[UEBbIX Hem0 (KOH-
meHTpanua mosbimiaercsa o 500-1000 eM opum 10-100 =M B
HEeCTUMYJUPOBAHHOM KJeTKe). OTKPLITHE KaHaJIOB MOKET ObITh
BBI3BAHO [emoJsdpusaiueii MmeMOpaH, AefiCTBMEM CUIHAJLHBIX
BeIIecTB, HefipoMmenuaTopoB (rayramar, AT®), BTOpUUHBEIX Mec-
ceHmI:KepoB (mHOo3uUT-1,4,5-Tpudochar, tAMDP) (. Koavmam,
K. I'. Pem, 2000).

Peryaamusa oOMeHa KaJbIlMA MEXKIY BHE- MU BHYTPUKJIETOU-
HOM SKUAKOCTHIO OCYIIECTBJISIETCS IIapATHPOUIHBIM TOPMOHOM
(ITTT), xaXbIIUTOHUHOM, 1,25-THOKCUXO0JEKAIBIIN(HEPOJIOM.

IIpu ymMeHBIIEHNY KOHIIEHTPAIIMY NOHOB KAJbIINA YBEJINYNBA-
erca cexkperusd IITT, m ocTeOKJIACTHI IIOBLIMIAIOT PACTBOPEHIE CO-
Jep:KaIIxcs B KOCTAX MUHepaabHbIX coenuHennii. IITI yBeamun-
BaeT OMHOBPEMEHHO peabcopOruio noHoB Ca?' B MOUEUHBIX KAHAJD-
1ax. B uTore moBmIIIaeTcsa YypoBeHb KAJIBIUA B CHIBOPOTKE KPOBHU.

IIpu yBeanueHNN COAEPIKAHNA MOHOB KAJIBIIUA CEKPETUPYeT-
CcA KAJIbIIMTOHNH, KOTOPLIYA CHIMKAaeT KOHIleHTpanuio nonos Cazt
3a CUeT OTJIOKEHUSA KaJIbIIUs B Pe3yJbTaTe AeATeLHOCTH OCTe-
o0J1acTOoB.

B mpoiliecce peryagainumu ydacTByeT BUTAaMUH D, oH TpebyeTcs
IJIA CUHTEe3a KaJbIINHCBA3LIBAIOIINX 0€TKOB, HEOOXOIUMBIX IJIs
BcackiBaHMA MOHOB Ca?" B KMIlleuHHKe, peabcopOIiuy ero B mou-
Kax. IlocTosgHHOE HOCTyILIeHHEe BUTAaMMHA D HeoOXoauMMo s
HOPMAJILHOT'O TeUEHUA IPOIlecCoB KaabmupuKamumu. MsMeHneHmre
VPOBHS KaJbIMA B KPOBU MOT'YT BBI3LIBATHL TUPOKCHUH, aHAPOTe-
HEBI, IOBBINIAIOIME cogepskanne noHoB Ca?t, U rIIOKOKOPTUKON-
IBI, CHHXKAIOIIIe ero.

Memab6oausm gocgpopa. B opranusme pederra 90% docdopa,
IOJ00HO KAJBLITIIO, HAXOJNTCSA B CKeJIeTe — KOCTAX U 3ybax. Bme-
CTe C KaJbIIMEeM OHU COCTABJISIOT OCHOBY TBEPIOTO BeEIllecTBa KOC-
1. B KocTsax ¢ocop mpeacraBiieH TPYAHO PACTBOPUMBIM (pocda-
ToM Kanbius (2/3) u pacTBopuMbIiMu coenuHeHusaMu (1/3). Boab-
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miad 4acTh OCTAJbHOTO KoJamdecTBa (pochopa HAXOAUTCA BHYTPHU
KJIeTOK, 1% — BO BHEKJIETOUHOU KUAKOCTU. IlosTOMYy ypoBeHB
¢ocdhopa B CHIBOPOTKE KPOBU He IIO3BOJAET CYIUTH 00 00IIeM ero
coJlep;KaHUU B OpraHmus3Me.

dochaTh! ABIAIOTCA CTPYKTYPHLIMY 3JIEMEHTAMU KOCTHOM TKa-
HU, YYaACTBYIOT B IepeHOoCe SHEPTUM B BUAE MAaKPOIPTHUUECKUX
cBazent (AT, AIIP, kpeatuHpochar, ryaunadocdaT u Ipyrux).
®ochop u cepa — ABa 3JIeMeHTa B OpraHU3Me UeJOBeKa, KOTOphIe
BXOIAT B COCTaB Pas3IMUYHBIX MaKPOIPrUUecKUX coemumenmuii. C
yuactueM GochOpHOH KUCIOTHI OCYIIECTBISAETC INIMKOJIN3, TJIN-
KoreHes, ooMeH KupoB. Pochop Bxoaut B cTpyKTypy [IHK, PHK,
obecneunBaOIUX cuHTe3 6eaKa. OH yJ4acTByeT B OKUCIUTEIHLHOM
dochopuanpoBaHNM, B pe3yabTaTe KoToporo oopasyercsa AT,
dochopunrpoBaHUY HEKOTOPHIX BUTAMHUHOB (THaMUHA, TUPUIOK-
cuHa u Apyrux). @ochop BasKkeH TakKe IJIA QYHKITNOHUPOBAHUS
MBIIIIEYHOM TKAHU (CKeJEeTHON MYCKYJIATyPhl U CEPAEUYHOI MBbIIII-
b1). Heoprammueckue docdaTbl BXOAAT B cocTaB Oy(hepHBIX CHC-
TeM IJIa3Mbl KPOBM U TKAaHEBOU KUAKOCTU. Pochop aKTUBUPYET
BcachIBaHMe MOHOB KaJbIIUSI B KUIIEUHUKE.

B opranmsm pebenka docdop IIOCTyIaeT C PaCTUTEILHON u
JKMBOTHOM mumieil B Buje (GochoaunugoB, GpochorrpoTenHOB U
docharoB. B pacTuTenbHBIX TPOAYKTax (B 4acTHOCTH, B 6000-
BBIX) COIEPIKUTCSI MHOTro (ocdopa, OTHAKO YCBOSIEMOCTH €T0
HU3KadA. Ba)KHBIM MCTOUYHUKOM €ro ABJSIOTCA MSCO U pPhIOAa.

B xenynke u KunreuHuke ¢dochopHasd KUCIOTA OTINEIISIETCS
OoT oprammueckux coegumueHwuii. BecacwiBanme 70-90% docdopa
IPOUCXOMUT B TOHKOI Kumike. OHO 3aBUCUT OT KOHIIEHTPAIIUU
¢ochopa B mpocBeTe KHINKMN, aKTUBHOCTHU IIeJIOUHOM (hocdara-
30l (yrHETeHUe ee CHHM)KAaeT BcachkiBaHUe (hocdopa). AKTUBHOCTD
miesouHO (hocarTaldnl IIOBBIIIAET coAep:kaHue BuTaMuHa D, a
BcaceIiBanue (ocaroB — IITI. Becocasmuiica gochop mocryma-
eT B IleUeHb, YUaCTBYeT B IIpolieccax (dochopuampoBaHmua, dac-
TUYHO OTKJAIABIBAETCA B BUAE MUHEPAJILHBIX COJIeil, KOTOpLIe
3aTeM IIePexXOolAT B KPOBb U MCHOJL3YIOTCS KOCTHON 1M MBIIIEY-
HOM TKaHbio (cuHTe3upyercsa KpeatuHdochar). Or obmena ¢oc-
daToB MeXKIY KPOBBIO 1 KOCTHON TKAHBIO 3aBUCUT HOPMAJbHOE
TeueHNe IIPOIECCOB OKOCTEeHEHMUs, MOAAep:KaHuA HOPMAaJIbHON
KOCTHOM CTPYKTYPBHI.

B kpoBu dochop HaxoauTca B BHUIE UYETHIPEX COENMHEHUI:
Heopranudeckoro ¢gocdara, opraHnuecKkux pochopHbIX 3(pUPOB,
dochoaunugoB 1 CBOOOAHBIX HYKJIEOTUIOB. B miIasmMe KpoBuU
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HeoprammdecKkmuii ocop mpmcyrcTByeTr B Buae oprodocdaros,
HO er0 KOHIIEHTPAIINIO B CLIBOPOTKE OIEHNBAIOT HEIIOCPEICTBEH-
HO (1 Mmr% dochopa=0,32 mmoas/a dpochara). OH TpPoHHUKAET
yepes3 MOJYHEIIPOHUIIaeMble MeMOpaHbl, QUILTPYETCA B IIOUeU-
HBIX KJIyOoukax. KoHIleHTpamusa Heopranmueckoro nupodocda-
Ta B IJIasMe KpoBu cocraBisdeT 1-10 mxmonan/n. Comep:xaHue
HeopraHudyeckoro ¢ocdopa B miIazMe KPOBU B3POCIBIX JIOIEH —
3,5-4 mr (ocdopa/100 Ma, HECKOJBKO BBIIIIe OHO y AeTeir (4-
5 Mmr/100M1) 1 y KeHIITUH IIocjJie MeHOnayshbl. B mmasmMe KpoBu
TaKiKe colep:kaTrcsa rexkcosodocdarsl, TpuosopocdaTsl 1 IP.

KocTHBIN CcKeJleT SBJIAETCS Pe3epBYyapoM HEOPTraHUUYEeCKOTO
¢gochopa: Ipu CHUKEHUU €ro COAep:KaHUuA B IIJIa3Me KPOBU OH
IIOCTyIIaeT U3 CKejeTa M, HA0OOOPOT, OTKJIAILIBAETCA B CKeJeTe
IIPY HOBBIIIEHUN €r'0 KOHIIEHTpaIluu B ItasMe. KoHIleHTpaIimio
docdopa B CLIBOPOTKE KPOBU PEKOMEHAYETCSA OIIPeNeaTh HaTo-
mak: 6oratas ocopoM IIMIIA IIOBBIIIIAET €TI0, a YIJIeBOAbLI, MH-
(Qy3ud IJIIOKO3bI — CHUIKAIOT.

®Dochop BLIBOAUTCA 13 OPraHM3Ma Uepes KUIIEUYHUK U IMOUKU
B Buze ocdara ranbiusa. C Mouoil BeIgenseTca 2/3 pacTBOPU-
MBIX OJHO- ¥ ABY3aMeIleHHBIX (ochaToB HaTpuA U Kaaua u 1/
3 docdaToB KaIbIUA M Maruus. B mMoyKax 3a CyTKU (pUIBTPY-
eTcs oxojo 208 mMmoas ocdaTa, sKCKpeTupyercs 16-26 MMOTIb.
CooTHoIlIeHWe OOHO- U ABY3aMeIlleHHBIX coJieil (pocdopa 3aBUCUT
OT KMCJIOTHO-OCHOBHOT'O COCTOAHUA. IIpu artumose ogHO3aMeITeH-
HBIX (pocihaToB BeiBoguTcA B 50 pas 6oJibIlle, UeM ABY3aMeIlleH-
HbIX. [Ipu ankaiose ycujaeHHO 00pa3yloTCsa U BBIAEISIOTCS IBY-
3aMeIlleHHbIe coJix (hochaToB.

IITT cuusxkaet ypoBeHb (pochopa B CHIBOPOTKE KPOBU, YyrHETaA
peabcopOlIrio eTo B IPOKCUMAJbHBIX U AUCTAJIbHBIX KAaHAJIBIIAX,
ycuijinBasa BbIBeOEeHIE C MOYOI. RaJIBIII/ITOHI/IH OKa3bIBaeT I'’Iiio-
dochaTeMuueckoe AelicTBUE, YMEHbIIaA PeadCoPIINi0 W YCUJIN-
Baa skckpenuo. 1,25-(OH),D,, ycunuBas BcaceiBarue dochara
B KUIMMEeYHUKE, MOBBLIIIIAET €Tr0 YPOBeHb B KPOBU, CIIOCOOCTBYET
purcanuu GochopHO-KaJIbIINEBBIX COJIell KOCTHON TKAHBIO.

Memaboauszm eumamuna D. PaccMoTpuM nyTu MeTaboausma
BuTamMuua D B opranmame (cxema 1) um ero ¢uamosioruyeckKoe
3HAUEeHUE.

Ilox BiuaAHMEM yJaAbTPA(UOJIETOBBLIX JIyUYeil B OCHOBHOM C JIJIM-
Hoit BosHBI 290-310 HM 13 7-AeruapoxojiecTepruHa B MaJIbIIUTHE-
BOM 1 0a3aJIbHBIX CJIOAX KOKHU 00pasyercsa nmposuTamMuH D,, KOTo-
PBIN ITOABepraeTcA B Koxke He(pepMEeHTAaTUBHOMY IPeBPAaIIleHUIO B
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ButamMuH D, (xosmekanbiudepos). YacTUYHO OH MOJBEPraeTcs pac-
nagy ¢ obpasoBaHIEeM HeaKTUBHBIX MeTa0O0JUTOB (Hampumep Jio-
MHUCTEPOJI, TAXUCTEPOJ), & OCHOBHAA 4acTh BUTamMuHa D, CBA3BI-
BAeTCA C CHIBODOTOYHBIM (,-TJIOOYJMHOM, TaK Ha3bIBAEMBIM
ButamMuH D-cBasbeiBatontuMm riaodyaumaom (ICIY), obpasysa TpaHc-
mopTHyio Gopmy BuTamuHa D,. Ilocie 3TOro mupKyJIupyoIui B
KpoBu BuUTaMuH D, 3axBaTbiBaeTCA KYI(EPOBCKUMU KJIETKAMHU
meveH”, B KOTOPOM OH HoABepraeTcA HAaJbHEHIIeMy MeTaboJIm3-
MY, a IpyTras ero 4acTh QUKCUPYETCS B JKUPOBLIX TKAHAX U MBbIIII-
max, mpeacTaBJIAsa co00i pe3epBHYIO (OpPMY.

7-pernapo- HeakTviBHEIE MocTynnetve D,
XONecTepyH MeTabonuTh v D, C nuweit
(nmomucTepon,
_ | Taxucrepon) +
YOO -
A Taypo-
Y xonesas

Kncnota

t _ | Xonekansundepon (D,)

Mposutamux D,

ButamuH-D-cBa3bI-
BalOLLMIA rNOBYNNH

Y
A

25-rmapokcunasa

25-0OH-D
1a-rmapo- o 3 B 24-rugpo-
Kcunasa - - kcunasa
Y Y
1,25-(0OH),-D, 24,25-(0OH),-D,

Y Y Y

HeakTnBHblIe METAb0NNTbI

Cxema 1. MeTabonmam ButamuHa D

Cunres Buramunaa D, B KO2Ke TOCTATOYHO aKTUBHBIN U COCTaB-
nger 18 ME/cm?/4. 910 KoamdecTBo D, CIIOCOGHO IOTHOCTHIO
obecreunTh MOTPEOHOCTL OPraHM3Ma B BUTAMUHE.

C pacturesnbHOU mmIeil BuTaMuH D mocTymaeT B BHIe 3pro-
Kasbitugeposia (D2), ¢ nuimeii sKMBOTHOTO TPOUCXOKACHNSA — B BUIE
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xonekanbuudepona (D,). Buramun D, nocrynarormumii ¢ nminei, Bea-
ChIBaeTCA IIPEeUMYIIIeCTBEHHO B JIBEHAAIIATUIIEPCTHOU U TOHKOU
KHUIIIKE B IPUCYTCTBUM COJIEH KeTUHBIX KucaoT. OH BCACBIBAETCS B
JumMcdy B BHUAe XWJIOMHKPOHOB OMOJIATA XOJEKAJIbIH(peposa, KOTo-
PBII 0OpasyeTcsa Ipy B3auMOoJelcTBIM BUTaMuHa D, ¢ TaypoxosieBoi
Kucjoroi. Beocasmmiica sutamue D, ceasbiBaerca ¢ [ICT' u mupky-
JIIPYET B KPOBU B BUJIe KOMILIEKCA ¢ 6EJTKOM ¢ MOJIEKYJIAPHO MacCcoii
53 000 Da, KOTOpBI OTHOCUTCA K O,-TJIOOyJIMHAM. OTOT KOMILIEKC
BuTaMuH D, — GeJIOK TaKKe 3aXBaTbIBAETCA KYI()ePOBCKUMHU KJIET-
KaMH [IeUeHN ¥ PEe3ePBUPYETCA B JKUPOBOM TKAHU UM MBIIIIIIAX.

B neuenn Butamun D, (Xonexkanbnudepos) IoaBepraeTcs Tu-
POKCHIMPOBAHUIO, KOTOPOE OCYII[ECTBJIAETCSA IIeUeHOUHBIM (pep-
MEHTOM MHKPOCOMAJILHOM MOHOOKCUTeHAa30# 25-TuApoKCcuIa30ii
¥ TpebyeT IPUCYTCTBUS MOJEKYJIIPHOTO KHCJI0poaa, (hJIaBoOIpo-
TemHa u nutoxpoma P-450. IIpu sTtom obpasyrorca 25-rumpo-
KcuxoJseKanbudepos niu Kaabnuauona (25-OH-D,), KoTopeie B
1,5 pasa akTuBHee ButamuHa D,.

C TOKOM KPOBHU KaJbIUANOJ (25-THAPOKCUXOIEKATBLITN(EDPOII)
IIOCTyIIaeT B IIOYKH, B KOTOPBIX IIOABEpraeTrcd ,uam;neﬁmemy
THIPOKCUJINPOBAaHUIO. IIpekae Bcero 9TO MPOMCXOAUT B MUTO-
XOHIAPUAX IIPOKCHUMAJIBHBIX KaHaJBIEB IIOUYEK IION BOSﬂeﬁCTBH-
eM depMmenTa 1d-rugpoKcuaassl. B pesyibTaTe 5TOro 00pasyroT-
ca 1,25-auruaporcuxogeKaabiindeposl HIAN KaJbIUTPHOJI
(1,25-(OH),D,), xoropsie B 3 paza akTuBHee BUTaMuHa D,.

KpOMe TOI'O, B IIPOKCUMAaJIbHBIX M3BUTHIX U IIPAMBIX KaHaJIbIIaX
TIOYeK IIOJ BO3AEHCTBMEM MUTOXOHAPHUANLHON 24-THIPOKCUIASEI
obpasyerca 24,25-guruapokcuxosnexansnudeporn (24,25-(0OH),D,).

B panbHeiiiem obpasyercs 6osee 60 mMeTaboOJIMTOB BUTAMIHA
D,, OOJBIIIMHCTBO M3 KOTOPBIX SBJISIOTCA HEAKTUBHLIMU, HAIIPH-
Mep TaKue KaK KaJbIUTPOeBasi U XOJAKAJIbIEeBaA KHUCJIOTEL U Jp.

CpaBHHuTeIbHAs XapakTepUCTUKa BUTaMuua D u ero metabdo-
JUTOB IpejJcTaBJeHa B TabJI.3.

Taxum o6pasom, merabonmuTel BuTamuta D, — 1,25-1uruapox-
cuxoJeKaabiudepoa u 24,25-IUrnIpoKCUX0JeKaIbIN(epoa —
SIBJISIIOTCS Hau0OoJiee aKTUBHBIMU MeTa00JIMTaMU, YUACTBYIOIIH-
MM B MHOTOUMCJIEHHBIX OMOXMMHUUYECKUX PEaKIUAX U (PU3MO0JIO-
THYECKHUX IIporeccax. Peanmsanusa OHMOJOTMUYECKOTO IeHCTBUS
1,25(0H),D, ocyimecTBiaAeTca IOCPEICTBOM B3aMMOIEHCTBUSA CO
crnenuprIecCKUMU pelelrropamMmu, 06JIa aoMMUI BEICOKIM CPOJI -
creom K 1,25(0OH),D,. 9Tu pementopbl 00HAPYXE€HBI B TOHKOMI
KHIIIKe, KOCTAX, IIOUYKAaX 1 APYrUX OpraHax.
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Tabnvua 3

CpaBHMTeanaa xapakrtepucTtuka sutamuia D; n ero meTabonuToB

Obwwee o
B KOHU'eHTpaLMﬂ I'Iepvlo,u. coaepxaHve B CyTqubM OTHocuTenbHas
eLecTBo B rnnasme MONY>XU3HU opraHuame Kpyroo6opor, AKTUBHOCTB
KPOBW, HI/MN B nnasme HMOSB (MKF’) HMOJIb (MKT)
Butamun Dy 1-2 <1 gHs 170 (65) 100 (40) 1
25-0OH-D, 10-60 20-25 1000(400) 50 (20) 1,5
oHen

24,25(0H),-Dy 1-4 74 - 48 (20)
1,25(0H) ,-D, <64 1(0,4) 1,4(0,6) 3

0o 3 net 0,07-0,1

7-10 net 0,03-0,05

12-14 net 0,04-0,08

Bapocnbie 0,02-0,035

1,25(0H),D, okaswiBaeT cBOE OMOJIOTUYECKOE AEWCTBUE, CBA-
3LIBASCh CO CIEIU(MPUUECKUMU SIePHLIMU perernTopamu. Sdxep-
HbIe PelenTopsl BuTaMuHa D, mpencTaBiasoT co0oi JUTaH-aK-
TUBUPYEMbIe TPAHCKPUIIIINOHHBIE (DAKTOPHI M MPUHALJIEKAT 00-
IIeMy CeMelCTBY SIIePHBIX PEIeIITOPOB BMECTe C pPeleIrnTopamMu
CTEPOUIOB, IIIOKOKOPTUKOUIOB ¥ PETUHOUIHONM KUCIOTHI. Smep-
Hble DELeNTOPhl BUTaMUHA D, MMEIT MOJIEKYJIAPHBIA BeC IO0-
panka 51 xlla u cocroar us 4 nomenos (A/B, C, D u E), xapak-
TePHBIX IJIS SAePHBIX PEIeIITOPOB BCEX CTEPOUIHBIX TOPMOHOB.
E-nomen sinmepHbIX penenTopoB BuTaMuHa D, oTBeUaeT 3a CBA3BI-
BaHue guraugoB. OH o0pasoBaH 12 a-ciupaJabHBIMU YUACTKAMMU,
OPraHM30BaHHBIMU B TPU [3-CJI0sA, KOTOPLIE (DOPMUPYIOT JIUTAHT-
CBA3BIBAOIIUI «KapMaH». OCHOBHBIM JHUTAHIOM SOEePHBIX pe-
IeNnTopoB BuTaMuHa D, ABasgeTcsa KaabuuTpuos. AQGUHHOCTDH
KaJIbIIUANOJIA K AMePHBIM pelienTopaM mpumepHo B 700 pas MeHb-
I1e, OSJHAKO ero KoHIieHTpanua B mrasme B 700-1000 pas BriIte,
yeM KaJbIIUTPHOJIA.

IToMmuMO reHOMHOTrO AEHCTBUA, KAJBIIUTPUOJ 00JiaaeT Here-
HOMHBIM [e[CTBUEM Ha MeMOpaHHbIe PerenTopsl BuTamMuHa D..
JlaHHbBIEe PeIenTOPhLl MMEIOT MOJIEKYJISAPHBIN Bec mopsagka 60 klla
u K, nna kanenurpuona 0.5 HM, ogHako eme He ObLIN KJIOHU-
poBaHBI U MX JOMEHHAasA CTPYKTypa He u3BecTHa. HereHomHbIe
3 PeKTH KaJbIIUTPUOJIA AKTUBUPYIOTCS B TeUeHUEe CeKYH] UJIN
MHUHYT, ¥ OIIOCPEIOBAHBI CHUHTE30M BTOPUUYHBLIX MECCEHIKEePOB —
MUKJINYECKUX HYKJEOTHUIOB, MAUAIIUJITIUIEPOJa, NHO3UTOJITPU-
dochara 1 apaxugOHOBON KIUCJIOTHI.
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OcHogHble OuosozuyvecKue Ip@Pexmuv. AKMUBHbLX Memabosu-
mose sumamuna D,. B Hacrosiiee BpeMA MHOTOYNCIEHHBIMU
HCCJIE/JOBAHUAMHU yCTAHOBJIEHO, YTO aKTHBHBIE MeTaboiuThl D,
OKAa3bIBAIOT UYPE3BBIYANHO pasHoOOpasHOe BIUSHUE Ha MeTado-
JuYecKmre n (PU3MOJIOTUUECKHE IPOIIECChl B IETCKOM OpPraHU3Me
(JI.N.AnyxoBckasa u coaBT., 1996; 1997).

1,25(0H),D, ycunmuBaer cuHTes crienu)uIecKoro KajabIAii-CBA-
spiBarorriero oenka (CaCB), KOTOPLIHM ITepeHOCUT KAaJbIIUHA OT aIlu-
KaJIbHOTO K 0a3aJbHOMY IIOJIOCY KJETKM M TeM CaMBLIM obecIie-
YMBaeT aKTHUBHOE ero BcachblBaHUe M3 KUIIEUYHNKA, MOIAIEeDIKU-
Bas ero ypoBeHb B KpoBu. OH yCHJIMBAET TaKyKe BcachbIBaHUE
HeopraHmuyeckoro (¢ocdara B TOHKOH KHUIIMKe (3aBUCUMOE OT KOH-
nmeuTpanuu Na) u MOBHIIIIaeT peadcopOuio gochaToB B KaHab-
Ilax IoYeK ¢ ImocJaeAyIoIuM obopasoBaHUeM (HocHOopHO-KaIbITHe-
Boii cosmu (CaHPO,), HEOOXOAUMOH 1A MUHEPaIu3aluu KOCT-
HOM TKaHU. AKTUBUPYeET (DEPMEHT IIUTPATCUHTETA3Y, KOTOPBIH
y4acTByeT B YCUJIEHUM CHUHTEe3a JUMOHHON KHCJIOTHI (IIUTpaTa)
13 TUPOBUHOTPATHON KUCIO0THI. JIUMOHHAS KHCJI0TA B BUIE COJIU
— IoDUuTpara KaJbIld — IPHMHHMAaET ydYacTHhe B MHHepaJIu3allnn
KOCTHOI TKaHU, 00Jeryas TPAHCIIOPT KAJbIUA B KOCTb.

1,25(0H),D, akTuBHUpYeT OCTEOKJIACTHI U 3aIlyCKaeT B KOCTHBIX
KJIeTKaX OMOXMMUYECKU MeXaHU3M, IIPUBOAAIIINN K pPe3opoIiuu
KaJbIIUsA 13 KOCTHOM TKaHM. B 4aCTHOCTH, 9TO IIPOUCXOIUT CJIe-
nyromum obpasom. 1,25(0H),D, ctumynupyer ocTeo6aacThI, YTO
IIPUBOAUT K aKTUBAIIMU JUTAHAA PeIlelTopa aKTUBAIIUU HYKJIe-
apaoro ¢axtop-KB (RANKL). 3atem RANKL cBaswiBaeTcsa c
RANK-pernenTopoM, sKCIPECCHPOBAHHBIM HA IPEIIIIeCTBeHHUKAX
OCTEOKJIACTOB, MHAYIIUPYeT Iporecc nud(epeHIIuPOBKY 1 CO3pe-
BaHUA OCTEOKJIACTOB, CTUMYJIUPYSA OCTEOKJIaCTOTeHe3 M pe3opo-
muio kKoctu (Udagawal et al., 2002; Suda et al., 2003; DeLuca,
2004).

AKTUBHBIE MeTabOJUTHI BUTaMUHA D, TOPMO3AT CEKPEmuIo
IITT, KoTOp®Iit 00pasyeTcs MapaIiuTOBUIHBIMY KeJIe3aMU U CTHU-
MYJUPYeT CUHTEe3 KaJbIIUTOHWHA B ITUTOBUIHON JKeJjese.

Buramun D, ycunusaer nposmdepanuio ocTeo01acToB, CTUMYJIN-
pyet mposndepaliuio OLICTPOPACTYIIIIX XOHAPOITUTOB, cuHTed [[HK
¥ TVINKO3aMUHOTJIMKAHOB B KJIETKAX PACTYIIEr0 KOCTHOTO XPAITia.
CTuMyIupyeT aKTHBHOCTL 3aBEPIITUBIIIIX POCT XOHAPOIIUTOB. MH-
IYIIUPYeT CUHTe3 KoJIareHa B snu(pus3ax TPyOUATHIX KOCTEI.

ARTI/IBHBIG MeTaﬁo.HI/ITBI BUTaMHUHA D3 N3MEHAT JII/IHI/I,Z[HI:Iﬁ
cocTaB MeMOpaH IIETOYHON KaeMKHU IIyTeM YBeJIUUYEeHUs COoAep-
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JKaHuA (pochaTUAUIIXOJIVHA U KOJINUYECTBA HEHACHIIIEHHBIX JKUP-
HBIX KHCJIOT, YBEJINUYNBAET TeKyuecTh (PocoauInmgoB MeMOpa-
HBI U ee IPOHUIIaeMOCTb.

Butamun D, okaspIiBaeT HEMPOIPOTEKTOPHOE AEWCTBHE, YTO
CBSA3BIBAIOT C IOJABJICHNEM KaJLIUTPUOIOM ypoBHa Ca®t B Mo3-
re. BriseiBaemoe BuramusOoM D, cHmxernue yposHa Ca** B mosre
JOCTHUTAETCS IBYMSA IMYTAMU: KaJbIIUTPUOJ CTUMYJIUPYET B MO3-
re skcmpeccuto Ca'’-cBA3bnIBaiomux OeKOB IIapBaJOyMUHA U
KanouaguaoB D9k u D28k, a Taxkike MHIrUOUPYET SKCIPECCHUIO
Ca?"-kamanos L-tuna B runmoxamne. O6a faHHBIX mporecca 3¢-
(heXTHUBHO 3aITUINAIOT HEHPOHBI OT TOKCHUUYECKOTO IMMOBPEKICHU ST
Ha (oHe CHUKEHUSA YPOBHA KAJbIIUA B KJIETKAaX.

Bropoit mexaHn3M HeHWPOIPOTEKTOPHOT'O NEMCTBUA BHUTaAMHUHA
D, cBsAsan ¢ HTMOMPOBaHNEM B MO3Te g-TJIyTaMUAJITPAHCIICITHAIA-
3bI — KJII0UeBOro (hepMeHTa MeTaboam3Ma IJIyTaTuoHAa. Y CUInBasa
AHTHUOKCUIAHTHYIO 3aIlUTy MO3Ta 3a CUYeT IIOBBIIIEHUS YPOBHS
TJIYyTATUOHA, KaJbIIMTPUOJ BBIBBIBAET CHUIKEHUE COJeP KaHU
TIePOKCcHIa BOJOPOIa U OKa3bIBAET BEIPAKEHHOE HEHPOITPOTEKTOP-
HOe JeficTBUe MPU MOBPEKISHUN MO3Ta MOHAMH JKejie3a 1 ITNHKA,
B MOJEJIM UIIIeMUN MO3Ta, a TaKKe IIPU BBeIeHUU TIyTaMmarta, 6-
rugpokcunopaMuHa U IPYTUX HEMPOTOKCUUYECKUX areHTOB.

C mpyroil CTOPOHBI, HEUPOIPOTEKTOPHAA POJIb BuTamMmuHa D, B
3HAUUTEJILHOM Mepe 00yCJIOBIeHA MHAYKIINEH UM CUHTEe3a Psaga
HelpoTpouHOB. B HelipoHax Mo03ra, I'IMAJbHBIX U IITBAHHOBC-
KHX KJeTKaX KaJbIUTPUOJ CTUMYJHUPYET dKCIIpeccuio (paxTopa
pocTa HepBOB, Heliporpodpuua NT-3, rauamrbHOTO HEpPOTPOdhHO-
ro (axrtopa, a Tak:ke HeilpoTpodHMHOBOro perernrtopa p7oN'E,
Kanpnmurpuon ctumynmpyeT HeHpHUTOTeHe3, a ero HeJOCTAaTOK
IPUBOAUT K CHIDKEHHMIO B MO3Te sKcmopeccuu p75V™R u ykazam-
HBIX HEHPOTPO(hUHOB.

Haxomner, 3a mocyienmee BpeMs HOJYyUYeHBI yOeAUTeIbHbIE TAH-
Hble 00 yJyacTuy BUTaMuHa D, B 4pe3BbIUaiiHO BAXKHBIX PEAKIIUAX
MMMYHHO# crcTeMbl AeTcKoro opranusma (Cantorna et al., 2004).

ITHOJIOTHA U IaToreHe3. 3a 0oJjiee UeM TPEXBEKOBYIO MCTO-
puio M3yUEeHUS IIPEACTABJIEHUS O paxuTe IIpeTepIiesu BecbMa
cyirecTBenHble nsmenenusd. Tax, Daniel Whistler (1619-1684)
moJiaraj, 4YTo PaXUT MMeeT JOPOJOBOe MPOUCXOKIeHE U BOZHU-
KaeT M3-3a MaTepu, YIOTPeOJIAIONieili MHOTO COUPTHBIX HAIIUT-
KoB. Ilo muenmuio C.®. XoroBuikoro (1847), «CyIIHOCTL aHT-
JNHCKOM 00JIE3HU COCTOUT, MO-BUAMMOMY, B 3aJePKaHHOM IIPO-
Imecce OKOCTeHEHUsI,— B HeJOCTATOUHOM IIUTAHUU 1 0OpasoBaHUM’
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KOCTeli; HO caMBbIii 00pas 3TOoro Ipoliecca 00JIe3HEeHHOT'0 He 00bsC-
HeH. Brmpouem, HEKOTOpbIE MUCATEIH HEJOCTATOK TAKOU BEIBO-
IUJIA U3 OCTAHOBJIEHHOTO OTJIOXKeHUA (HochOpPOKUCTION M3BECTHU
B KOCTH, MU U3 00JEe3HEHHO YCUJIMBABIIErOCA BCACBIBAHUA U
OTJIOXKeHuA GochOopOKUCION N3BECTU B MOUY...».

O-p KoccoBuu BHaes TNIABHYIO OPUYUHY B BOCIAJIUTEIBHON
TUIIEPEMUN IIOPaKEHHBIX KOCTei, BCJIEJCTBHE KOTOPOM IIPOMC-
XOAUT KaK Obl BEIMBIBaAHME KocTeil, a mpodeccop H.C. Kopcakos
O0BACHSJ PA3BUTHE PAXUTA MOBBLIIIEHHBIM OOMEHOM B JJIEMEH-
TaxX XPAIMEBOM 1 KOCTHON TKAaHU, HeGJIArOUPUATHBIM IJIS OTJIO-
JKeHUs M3BECTH.

-p KanTanu cunraj mpousBOAAINeil IPpUUYNHON paxuTa n3Be-
CTKOBOE€ TOJIOJAaHNe: HeJOCTATOYHOE MOCTYIIJIEHME W3BECTH U3
KHIIeYHnKa uan u30bITOK Kuciaor (CO,) B KpoBH, yaep:KuBaio-
LM U3BeCTh B pacTBope. HemocTaTouHoe IMOCTYILIEHE U3BECTHU
MOJKeT OBITH CJIEICTBHUEM PACCTPOMCTB KUIIEUHHKA M HEJOCTaT-
Ka ee B IHIIIE.

Corsacuo 6osiee moa3aHeli Teopun BakcMmyTa, CyITHOCTDh paxu-
TUYECKOT'0 IpoIlecca 3aKJIOUYAeTCad B XPOHUUECKOM OTPABJIEHUU
IEeTCKOTO OpraHm3Ma YIJIEKMCJIOTOM, BBIZBIBAIOINEM ac(hUKCUIO
pacTyIux 9JIeMeHTOB KOCTHOM TKAHMU.

B HacTosIIIee BpeMsA OCHOBHOI, HO HE €IWMHCTBEHHOMN IIPUYM-
HOII BOBHUKHOBEHUS BUTaMUH D-mepumuTHOro paxura y nerei
CUHTAIOT TUIIOBUTAMUHO3 D 9K30reHHOro MM SHIOMeHHOI'0 IPO-
NCXOMKIEeHNUA, a TaKiKe HeJOCTATOUHOE ITOCTYILJIeHNE KaJNbITUA C
nurteit (Pettifor, 2004).

IIpu sToM caegyeT oTMeTuTsh, uTo M.C. Macjos eie B 1960 r.
obpailraj BHUMAHNE, UTO «IIPU PAXUTe HEJOCTATOYHOCTH BUTA-
muHa D urpaeT BeAyIIyiO POJib, HO JIHUIIb B COUETAHUU C APYTH-
MU (axTopaMi, KOTOPBIX HUKAK HeJIb3sd COPOCUTL CO CUETOB.
ToJBbKO IPHU TAKOM MOHMMAHUN 9THUOJIOTUN PAXUTA, MOMKHO IIpa-
BUJILHO TOCTPOUTH €0 TNPOPUIAKTUKY U JIEUEHUE» .

B kKauecTBe 9K30TreHHBIX IPUYMH T'UIIOBUTAMHHO3a D Moryrt
OBITEH CJIEAYVIOIINE:

1) memocTaTouHOE IOCTYILIeHUe BuTaMuHa D ¢ muIei, B uac-
THOCTH OTCYTCTBHE B PallioHe pe0eHKa IPOAyKTOB, OOraThiX BU-
raMuHEOM D (AMYHBIN JKeJITOK, TPECKOBLIN JKUP, IIeUeHb PLIO U
IITUII, UKPa, MOJOKO, CJIMBOYHOE MAacjo U Ip.);

2) HegocTaToOuHOe IpeObIBaHMe peOeHKa Ha CBeXKeM BO3IyXe U
HeJOoCTaTOUHAs MHCOJAIUSA, YTO IPUBOAUT K HAPYIIIeHUIO obpa-
30BaHMA BuTamMuHa D, u3 7-gernapoxosecTepuHa B sIUJepPMUCe
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o[, BAUSHUEM YJIbTPa(pMOIEeTOBLIX JyUel ¢ JIuHOIM BOJTHEI 280-
310 HM.

IIpu sToM BaskHOe 3HAUEHME AJIsI BOSHUKHOBEHUSA BUTAMUH D-
Ie(pUIIUTHOTO PAXUTA Y AeTell MMeeT HeJOCTATOYHOE IOCTYILIeHIe
u3BHe ochaToB U Kaabliud B opranusm pedenka (Pettifor, 2004).

K sugoreHHpIM OpHYMHAM TMIOBUTAMHHO3a D OoTHOCAT:

1) mapyIreHue IPOITeCCOB BcachbIBAHUS BUTaMUHa D B KUIIeUHN-
Ke, 4TO Ha0JII0JaeTcs IPU CUHAPOME MaIbabCcopOIiM, OOCTPYKITHIHI
JKEJTUEBBLIBOIAIINX IIyTell U APYTUX IIATOJOIMUYECKUX COCTOSHUAX;

2) HapyllleHrne IIPOIIECCOB I'MAPOKCHUINPOBAHUA HEAKTHUBHBIX
¢dopm BuramuHa D B ero akTusHEIe opMEl (BuTaMuH D,) B meue-
HU ¥ TOYKAaX, UTO MOYKEeT OBITh CBA3aHO C XPOHUYECKUMU 3a00-
JeBaHUAMHU STHUX OPTaHOB, a TaKsKe C TeHeTHUECKUMU HapyIe-
HUAMU IIPOIIECCOB CHHTe3a BUTamMuHa D,;

3) HapyIlleHWe BcacbIBaHUA COoeTUHEHUH (ocdopa M KaabIlUsd
B KUIIIEUHNKE, UX IIOBLIIIIEHHOE BBIBEIEHNE C MOUYOM M HApYIIe-
HUe YTUJIN3aIlUd KOCTHO! TKaHBIO;

4) oTcyTCcTBUE WM HapyIIeHHe (PYHKIIMOHAJIBHON aKTHUBHOC-
TH PeIeNTOPOB K BUTaMUHY D,.

Cienyer OTMETUTh, UTO IPYINY PUCKA BUTaAMUH D-meduirmt-
HOT'O paXWTa COCTABJIAIOT IETHU:

« HemonomienHblie, ¢ HI3KOM MacCOM TeJia;

+ PopuBmmeca ¢ mpusHakaMu MOP(o-QPyHKINOHAJIBHON He-
3peJIoCcTH;

+ C curapoMoM MababcopOoIuu (IleTaKns, TaCTPOMHTECTUHAb-
Has (hopMa IIUIITEBOH aJIJIEPTUN, SKCCYIATUBHA SHTEPOIIaTU 1 IP. );

+ C cyIOpPOKHBIM CHHIPOMOM, ITOJIyUAIOIIe IIPOTUBOCYAOPOIK-
HBIE CPEJICTBA;

« Co CHMIKEeHHOI IBUTaTeJIbHOU aKTUBHOCTLIO (ITapes U mapa-
JUY, IJUTeJIbHAd NMMOOUIN3AIIN);

» C XpOHMUYECKOH HATOJIOTHEH TIeUeH!, KeTUeBBIBOAAIINX IIYTelH;

» YacTo 60JIe0IIMie OCTPLIMU PECIINPATOPHLIME 3200/ I€BAHUSIMU;

« Ilonyuatrorue HeaZanTUPOBAHHBIE MOJIOYHBIE CMECH;

« C oTAroIIeHHON HACJIEICTBEHHOCThIO IO HapPYIIeHUIo (oc-
(OpHO-KaJIbI[EeBOTO0 OOMeHa;

+ VI3 nBOEH MM OT MOBTOPHEIX POJOB C MAJBIMU IIPOMEKYT-
KaM{ MeXXIy HIMIU.

Kananueckass KapTuHa BUTaMuH D-IeUIIUTHOrO paxmuTa pas-
BUBAaeTCA IIPU COUETAHUM MHOKecTBa ()aKTOPOB, B IIEPBYIO Oue-
penb IpHU OIIpeleIeHHOM COCTOSHUN MUHEpPaJILHOrO oOMeHa, ne-
(hurmTe MHOrMX MUKPOHYTPHEHTOB. Ilociientee, B CBOIO oUuepenb,
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IIpeIoIpeeIgeTcA IIPexae BCero COCTOSIHIEM 30POBbA OepeMeH-
HOM JKEeHIIMHBI, ee IUTaHNEeM, TeueHneM OepeMeHHOCTH. Tak, 1o
maaasIM H.A. KopoBunoii u coaBt. (2005), uaiiie Bcero BUTaMUH
D-medunuTHLIN paxuT pasBUBAETCSA Y OETel, POAUBIIUXCSA JHOO
OT I0HBIX (MoJio:ke 17 jeT) MaTepeii, OO OT JKEHIITUH cTapiie 35
Jer. OrpoMHOe 3HAUEeHMWE MMeeT HecOaJaHCUPOBAHHOE ITMTAHUE
0epeMeHHOM II0 OCHOBHBLIM IHIIEBBIM BellecTBaM (meduiiut GeJi-
Ka, Kaabnusa, (ocdopa, suramuaos D u rpynmer B — B, B,, B)).
Paxur uyamie pasBuBaeTcs y OeTeil, MaTepPu KOTOPBIX BO BpeMs
0epeMeHHOCTH HeJOCTATOUHO IIPeOhIBAJIM HA COJIHIIE, BEJU MAaJIo-
TOABUKHBINA 00pa3 »KU3HHI, a TaKyKe y JeTel M3 Majaoo0ecIieueH-
HBIX CeMeH.

daxTopaMu pucKa PasBUTUA BUTAMHUH D-meduIiuTHOro paxu-
Ta y geTell ABJIAIOTCS SKCTpareHuTaJIbHbIe 3a00JIeBaHUA Y MaTe-
peii, ocobeHHO MaILAOCOPOIMM, IIOUEUHON HEZOCTATOUHOCTU U
npeskaamiacuu (Pawley, Bishop, 2004).

Taxum o6pasoM, HepalloOHAJbHOE IHUTaHNe OepeMeHHbIX, He-
JOCTATOYHASA MHCOJSAINSA 1 UX JBUTATEJIbHAS aKTUBHOCTD, 4 TAK-
JKe HeOJIaronpuATHOe TeueHre 6epeMeHHOCTH IIPUBOAAT K YMEHb-
IMIeHWI0 3alacoB BHUTaMuHa D, Kaabiusa, ochopa um paHHEMY
MMOSABJIEHUIO BUTAMUH D-IepUIinTHOrO paxuTa Jase y JOHOIIIEH-
HBIX JIeTei.

OgHuM M3 BayKHBIX (PAKTOPOB PHCKA BOSHHUKHOBEHHUS BUTA-
MuH D-meduiiuTHOro paxmura y JgeTeil sIBJSIETCSA €CTeCTBEHHOe
BckapMimBaHme. Tak, BuraMu D-1edUIIuTHBIN PAXUT BbISIBJIIAI-
cay 96% pmereli, HAXOIUBIINXCA HA €CTECTBEHHOM BCKAPMJINBA-
HUU, IPAYEM TOJLKO 5% M3 HUX IMOJYYaJU JOIOJHUATEIHLHO BU-
ramuH D (Weisberg et al., 2004). Aumajoruuubie TaHHBIE IPe-
craBuau HemaBHo Hatun m coast. (2005), KoTOophle BBIABJISAIN
BuraMue D-mepunurHbil paxut y 83% mereii, HAXOAUBIINXCS
Ha UCKJIIOUUTEJIbHO €CTBECTBEHHOM BCKAPMJIMBAHUU U HE IIOJIY-
yaBIye JOnoJHUTEeIbHO BuTamuua D. Ilpu sTom umx marepu BO
BpeMsA 0epeMeHHOCTH TaKKe He IIoJydai BUuTamMmuH D.

IToaTBep:xAeHIEM BasKHOIO 3HAUEHHUS €CTBECTBEHHOI'0 BCKap-
MJIMBHAUSA JJISA PA3BUTUA BUTAMUH D-me@UIIUTHOrO paxmTa Mo-
YT CHYXXUTH Takke manuble Mughal et al. (1999), onucasinux
6 cayuaeB 3a00JeBaHUA V JeTeil paHHeTo Bo3pacTa (CpegHUHN BO3-
pact — 18,3 Mec), KOTOpbIe HPOILOIKUTEILHOE BpeMsA HaXOMU-
JIICh HA €CTEeCTBEHHOM BCKApPMJIMBAHMU. ¥ I9THUX OOJBHBIX Ha-
0J1I0IaI0Ch CHUKEHUWEe YPOBHA KaJabIudA u (ocdopa B KPOBHU, a
TaK)Ke MOBLIIIIEHNEe aKTHUBHOCTH INeJouHOou (ocdaraspl. B uac-
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THOCTH, CPETHUHN YPOBEHb KAJIbITUA B KPOBU cOCTABIIAT 1,97 MMoIn/
1 (8 mopme 2,15-2,65 mmoab/ ), ocdhopa — 0,77 MMosn/a (B HOP-
me 1,3-2,5 MmMoab/i) u 1meaounoil docharaser — 2764 ME/x (B
"Hopme 230-700 ME /). IIpu sToM cpegHssa IPOIOIMKUTEIbHOCTD
€CTeCTBeHHOT'0 BCKapMJINBaHUA y HUX cocTaBiaaaa 16,3 mec, T.e.
MPaKTUYECKHX B BCEe BPeMs JEeTH HAXONWJINCh HA €CTEeCTBEHHOM
BecKapmiauBauun. OMHAKO TaKasi IPOJOIKUTEIbHOCTh €CTECTBEH-
HOT'0 BCKApMJIMBAHUSA He IIPUBOAMJIA K IPOPUIAKTUKE BUTAMUH
D-gedumurHOro paxmura y HabJI0IaeMbIX JeTei.

ITo pamubim Park et al. (1998), yposens Butamuua D B chIBO-
POTKe KPOBU ObLI 3HAUNTEJLHO HIKE Y JeTel, HaXOAAIUXCS Ha
ecTecTBeHHOM BecKapmanBaHuu (I rpyiimna), 10 CpaBHEHUIO C JeThb-
MU, IIOJYUYAOIMMA NCKYCCTBEHHYIO CMeCh, 00OTAII[eHHYI0 BUTA-
muaom D (II rpymma). B wactmoctu, y 44% gereii I rpymnimbr
npotuB 6% II rpynnbl uMenu ypoBeHb BuTaMuHa D B CLIBOPOTKE
KpoBu Hm:Ke 28 HMOJBL/J (<10 Hr/MJ), UTO ABIAAETCA HUKHUM
npenejioM HOPMAJbHBIX 3HAUEHUH.

Hemasuo Thomson et al. (2004) mpencraBuiu pesyIbTAThI
WCCJIeIOBAHUSA YPOBHS BUTaAMUHA D M 4acTOTY PasBUTHUSA PaXUTa
y 45 mereit B BospacTe 7-8,8 mMec, KOTOphIe HAXOAUJINCH HA Pas-
HBIX BUAAX BCKapMmumBaHUA (Tabs.4). VI3 mosydyeHHBIX TaHHBIX
cJIeyeT, UTO HU Y OJHOro pebeHKa M3 HAXOAAIUXCS Ha HCKYC-
CTBEHHOM BCKApPMJIMBAHMU ¥ IMOJYYAIOI[UX IIHTATEJIbHBLIE CMe-
cu, oboraireHHbIe BUTaMuHEOM D, He HAOJII0AAIOCh B CHIBOPOTKE
KpoBHu Aedumura BUuTaMuHa D M HapyIllleHUs 00pasoBaHUSI KOC-
Teii. Haob6opoT, mpu cMeIlIaHHOM M 0COOEHHO IIPY €CTeCTBEHHOM
BCKApMJIMBAHUU OTMeuasicsa AedumuT BuTaMuuaa D um Hapylme-
Hue oOpasoBaHUA Kocreili. B wacrHocTu, y 75% gmereii, maxo-
IUBIINXCS HA €CTeCTBEHHOM BCKAPMJIMBAHUN, OTMEYEeH IeUIIUT
BuTaMuHa D 1 ero ypoBeHb B CLIBOPOTKE KPOBU ObLI <30 HMOJIB/JI.
IIpu stom y 50% pmereit HaOJOZaIOCh HAPYIIEHHE IIPOIECCOB
obpasoBaHUA KocTtei (Tadia.4).

Dawodu et al. (2003) cuuraior, YTO HUBKHUI YPOBEHb BUTAMUHA
D B criBopoTKe KpoBu y MuameHreB (4,6 Hr/mi), HaXOmAITUXCS
HA €CTeCTBEHHOM BCKAPMJIMBAHUU, CBA3AH C HU3KOM KOHIIEHTPA-
muelt BuramuHa D B CcHLIBOPOTKe KpoBU uUX Marepeit (8,6 HT/miI).
T'unoBuramuuo3 D (YypoBeHb B CHIBOPOTKE <10 HI'/MJI) OBIJI BHIAB-
JeHy 61% wmarepeit u'y 82% u3 78 o0cienoBaHHBIX MJIAIeHIIEB.
IIpu sTom y MJiameHIeB HAOJIOZAIOCH IIOBBIIIEHNE AKTUBHOCTU
I1eJI0YHOM (hocaTasbl M TeHAeHIUSI K 0ojiee BHICOKOMY YPOBHIO
rOpPMOHA IaPAIUTOBUIHBIX JKeJjes.
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Tabnvuya 4

YpoeeHb BUTamuHa D u HapyLueHue 06pa30BaHus KOCTel y aeTei
B 3aBUCUMOCTM OT BMAA BCKapMJIMBaHUA

y KonnyectBo (%) | Konuyectso (%)
X poBEHD petein c peten c
apakTtep BospacrT, BuTammnHa D B ehULMTOM HaDVILEHNEM
BCKapM/inBaHus Mec CbIBOPOTKE QMTaMLlVIHa D O6EZ3OBaHMﬂ
KPOBM, HMO/Tb/ 1 (< 30 HmoOnb/n) KocTen*
MckyccTBeHHOe 7,7 78,2 0 0
(n=13) (7 -8,6) (74,6 - 88,9)
CmewaHHoe (n=14) 8,1 64,9 2 (14%) 3(21%)
(7,2 -8,8) (50,6 — 74,8)
EcTtectBeHHOE 7,3 18,6 12 (75%) 8 (50%)
(n=16) (7,3-8,6) | (14,7-30,7)
P (noTecty
duwepa) <0,001 <0,001 <0,001

* YpOBEHb CbIBOPOTOYHOM LienovHon docdarasbl >120 EL/n n/unm napatmpeongHoro
ropmMoHa >6 HMOJb/N, KOTOPbIE SABASIIOTCSA Mapkepamu HapyLleHusi KocTeobpa3oBaHUs.

IIpencraBieHHbIe JaHHLIE, HA HAII B3TJISAL, BeCbMa yOe UTe/Ib-
HBI ¥ CBUJETEJIBCTBYIOT O TOM, UTO HETH, HAXONSIIINeCcs Ha ecTe-
CTBEHHOM BCKAPMJIMBAHUI COCTABJIAIOT I'PYIIIIYy PUCKA PAa3BUTHA
ButaMuH D-gedurnurHoro paxura. I B 5TOM HeT HUYEro yAUBU-
TEJIbHOTO, MOCKOJLKY KOHIIEHTpAIlUs BUTaMuHa D B KeHCKOM
MOJIOKe He3dHaumTeabHa U coctaBadeT 12-60 ME/x (Weisman et
al., 1982; Ala-Houhala et al., 1988; Kunz et al., 1994). IToaTo-
My, ecau pedbeHok mosyuaeT 700 M JKeHCKOro MOJIOKa B CYTKH,
TO OH IOJYUYUT TOJBKO 15-45 ME Butamuua D npu pekoMeHaye-
moMm 400 ME B cytku (Pettifor, 2003).

HeTanbHBIN aHANNU3 colepsKaHUs BUTaMuHa D B KeHCKOM
MOJIOKe IIpeacTaBieH HemaBHO Greer (2004).

CnemoBaTesbHO, TETIM, HAXOAAITNMCS HA eCTECTBEHHOM BCKap-
MJIHBaHUU, TpebyeTcs MOIOJHUTEJIbHOE BBeIeHIE IIPEelapaToB
purtamuHa D. ITosToMy B GOJIBIIMHCTBE CTPAH MUPA KOPMSAIIIUM
MaTepAM U MJIAAeHIIaM, HaXOAAIUMCSA Ha eCTeCTBEeHHOM BCKap-
MJIMBAHUU, OOMOJHHUTEJIbHO BBoaAT BuramuH D (Dawodu et
al.,2003; Pettifor, 2003; Ward, 2005).

PasButue BuramMmuH D-meduIIuTHOrO paxuTa MOMKHO IIPEICTa-
BUTH CJEIYIOIMUM ob0pasoM (cxema 2).

Hedunur Buramuaa D B opranmusMe BO3HMKAaeT B pe3yJbTaTe
HEeJIOCTATOYHOI'O €0 MOCTYILICHNS C IUIIeN WU IPU HeJOCTATOY-
HOM ero obpasoBaHMM B Koke. Kpome Toro, D-TUIIOBUTaMHHO3
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Cxema 2. lNMaToreHes ButamunH D-geduumntHOro paxmt
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MOXKET BOSHUKATH IPU IOTPEOJIEHNN C ITUITEH 00JIbIIIOT0 KOJrYe-
CTBa 3€PHOBBIX IPOAYKTOB, COZlepKaux (purar, 4TO MOYKET yBe-
JINYMBATH IIOTEPIO BUTaAMHWHAa D ¢ xajiom u 3aTPYOAHATH BCacChIBa-
HIe KaJbIluA B Kullleunuke. IIpu sToM B opranusme pebeHKa Ipo-
HUCXOISAT CIEAYIOIe N3MEeHeHMs:

1. HaGuomaeTca yMeHbIIIeHNe peabcopbiiuu (ocdaToB B Ka-
HaJIbIlaX IIOYEK M YBEJINMUYMBAETCA NUX BbIJ€JICHNE N3 OPraHnu3Ma C
BO3BHUKHOBEHUEM rumnogocpaTeMum, YTo OIPUBOAUT K HapyIe-
HUI0 obpaszoBanua u oraoxxkenua CaHPO B Kocrax.

I'unodocharemus (B KauecTBe KOMIIEHCATOPHOIN pPeaKITHI)
IPUBOAUT K YCUJIIEHHOMY OTIIenJieHnuio yochopa OT opranuydec-
Kux coepuHeHmii. IIpe:xme Bcero aTo Kacaercs pochaTuioB MUe-
JIMHOBBIX 000JI0U€K HEPBHBIX CTBOJIOB M KJIETOK, 4 TAKIKE aJeHO-
3MHMOCHOPHBIX KHUCJIOT MBINIEUHON TKaHU. lleMuenrmHU3aIUA
00yCJIOBIMBAET IIpeodafaHKe MPOIecCOB BO3OYKIAeHMUsI, B IOC-
JIEAYIOIeM CMEHSIOI[UXCS BLIPAKEHHBIMU PEaKIIUAMUA TOPMO-
JKeHuA. B MBIMIeUHON TKAaHU HAPYIIIAeTCs dHepTreTUYecKuil 00-
MEH U CHHUKAeTCsS TOHYC.

2. YMeHbIIIaeTCA CUHTE3 KAJIbIINHACBA3BIBAIOIIET0 OeJIKA 11 CHU-
JKaeTcsA BCACBIBaHME KAJbIUS M3 KUIIEYHHKA C HOCJIeNyIOIei
TUIOKAJILIIEeMUEe U BbIMbIBAHNEM KAJIBIIUA U3 KOCTEH I IOI-
IepsKaHUs ero HOPMAJIbHOTO YPOBHS.

BosHukias B pesyJjbTaTe 5TOT0 TUIIOKAJLINEMUS SBJISETCS
IIEPBBIM 3B€HOM B MEXaHUW3Me€ Pa3BUTHUA CJIOKHBIX HaTO(bI/I{%I/IO-
JIOTHUECKHUX IIPOIECCOB, (DOPMUPYIOINNX KJINHUYECKYI0 KapTHUHY
paxura. ['unokanbnueMusa aK THUBU3UPYET AeATeJIbHOCTD IIapaIi-
TOBUIHLIX ’Kejie3 W BhI3bIBaeT ruiiepupoayknuio IITI. Bosgpeii-
CTBUE IIOCJIeIHEro HAIPaBJIeHO Ha IOAAePsKaHue OSHOM U3 OCHOB-
HBIX KOHCTAHT OpranuaMa — romeocrasa Kajabiius. IIpu stom IITT
MOOMJIN3YET BbIBeAEHNE HEOPraHMUYECKOr0 KaJIbIIUS M3 KOCTeI.
MecToM €ro IPUIOKEHUA SBJIAIOTCSA TAKyKe IHUINeBAPUTEIbHBIN
KaHaJI ¥ IOYKHU. B 4acTHOCTH, B TOHKOI KUIIIKe HAPYIIIAeTCs BCACKI-
BaHUe coJieit (ocdopa 1 KalbIlisd, CHIMKaeTcsa peabcopbiius ¢oc-
daToB 1 aMHWHOKICJOT B IIOUEUHBIX KaHaJbIlaX. B pesyJbTare
9TOr0 ycyryoJsercsa rumoochareMusa U CPABHUTEJILHO OBICTPO
BO3HMKAET TUIONPOTENHEMMUs, O0YCJIOBJIMBAIOIINE CHUKEHHE
IIIeJIOUHOT'0 pesepBa KPOBU M Pa3BUTHE AIlHI034.

3. Amnu03 HapacTaeT TaKyKe 3a CUeT YTHeTeHUs aKTUBHOCTU (ep-
MEHTA IIUTPATCUHTETA3bl I YMEHBIIIEHNA 00pa30BAHUs IIUTPATOB.

A1nuno3 BBI3BIBAET YHHUBEPCAJIHLHOE PACCTPONCTBO MUKPOIIIPKY-
JIAIAN, BCJEIACTBHE YEro BO3HUKAIOT IIATOJOTHUYECKHE PeaKIInU
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IeHTPaJILHON HEPBHOI CHCTEMBI 1 BHYTPEHHUX OPTaHOB, 0COOEHHO
TeX, KOTOpPbIe 13-3a CBOET0 CTPOEHUS MOTYT CJIYKUTH IOIIOJIHU-
TeJILHLIMU OPTaHAMU BhITeJeHUsA. IIoBBIIIIaeTcss TOPO3HOCTEL COCY-
IVCTON CTEHKU, CeKpeIlus CJIN3e00pasyIonux xeje3 MUIeBapu-
TeJILHOTO KaHaJjla U JeTKUX, KOTOPbIe BHIIEISIIOT HeJOOKUCICHHBIE
OpoayKThI oomeHa. Ilpu amumose pasBUBaETCA TaKKe TUCTOHUS
BereTaTUBHOM HEPBHOM CHCTEMBI, OOBIUYHO C IIpeob IafaHreM Baro-
TOHUU. BhIpasKeHHbIe HapyIleHUs oOMeHa ITPUBOAAT BHAUAJIE K
GYHKIIMOHAILHBEIM, a 3aTeM U K MOP(OJIOTMYECKUM M3MEHEHUSIM
BHYTPEHHUX OPTraHOB, B IIEPBYIO OUepeIb CHUCTEM IbIXaHUA W IIH-
mieBapenns. CHUKaeTCsa MMMYHHAs 3aIllUTa, U CO3JAETCA CBOE0O-
pasHBII TpeMOpOMIHBIN (POH, CIIOCOOCTBYIOIIHII 00jiee UaCTOMY
pasBuUTHUIO 3a00JieBaHUI U 60JIee 3aTAKHOMY X TEUCHUIO.
Ocreorenes HapyIIIaeTcsA BCJIEICTBIIE N3BpaIlleHna 00MeHa Kajlb-
nus, gocdopa, IMUTPATOB U AePUIIUTA aKTHUBHOTO MeTA0O0JIMTA
BUTaMuUHa D, peryJmpyromniero OTJIOKEHUe M3BECTH B KOCTAX.
BriMmbIBanue coJsieil KaJbInsd 13 KOCTEH IIPUBOIUT K OCTEOIIOPO-
3y. KocTu mocTemeHHO pasMArdaioTCA W JETKO MCKPUBJIAIOTCS
oJ TeiicTBUEeM HepaBHOMEPHOM MBIIIIEUHON TATY U TAMKECTU TeJia
(paxuTHUeCcKas OCTEOMAJIANINA). 3aMeIJIAI0TCA IIPOIecChl 00bI3-
BeCTBJIEHUA KOCTeM, CoJM Kajablusa u (Gocdopa He OTKJIAIbIBA-
IOTCS B OCTEOMJHON TKAHU, HEe IMPOUCXOIUT HOPMAJIbHOI pe3opo-
mum xpsaiia. B 3oHax pocra 6ecIIopsgoYHO Pa3MHOMKAIOTCA XP-
IIeBLIe 1 OCTEOUAHLIE KJIETKHU. JOu(U3bl TPyOUaThIX KOCTeH u
KOCTHAsd TKaHb B TOUKAaX POCTa YTOJMIAIOTCA (THHepPILIas3us Oc-
TeounHOM TKaHu). OTHOBPEeMEHHO 3aMeAJisgeTcs POCT KOCTell B
IJUHY U Pa3sBUBAETCS TUIIOILIA3UA KOCTHOM TKaHMU.
ITaTomopdoaorusa. Hapyierue occupuranuy npu ButamMus D-
Ie(UIINTHOM paxXuTe IPOUCXOAUT B suudusax. IIpu sTom oTmeua-
eTcs paccacblBaHUWe 3MU(MUBAPHBIX XPAIIel, HapylleHue snudu-
3apHOTO pocTa KocTeil, MeTadu3apHoe paspacTanne HeMHHEePaIu-
3UPOBAHHOI0, HapYyIIIeHWe CBOMCTB ocTeouzaa (TaKk Ha3LIBAEMBIH
paxuTHUyecKuii mMeradus), a TaK:Ke IIPOIIECCOB OOBI3BECTBJIEHUA.
Henocrarounas mumepaamnsanus KOCTel IPUBOAUT K UX PasMAr-
YEeHUIO0, BCJIEACTBIE Uero BOBHUKAET AedopMarius pasaInyHbIX dac-
Telt ckesera. 1lpu nepunure BurammuHaa D B oprannsmMe CHUMKAETCS
cozep:Kanme Kajabiiud U pocdhopa B KOCTHOM TKaHU. MaTpHKe Koc-
TH PacTeT, a OTJIO}KEHUe COJiell KaJIbIinsa B KOCTU 3aJePyKUBaeTCs.
C aHOMAaJbHBIM HAKOILJIEHMEM B Pa3HBLIX YYaCTKaX KOCTHOM
TKAHU OCTEOKJIACTOB CBA3aHO MHOBHIIIIEHWE B CHIBOPOTKE KPOBU
AKTHUBHOCTU HIPOAYIIMPYEMOTr0 OCTeoKJIacTaMu pepMeHTa IITeJIou-
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HOH (hocharaspl. Kpome Toro, y mereii ¢ paxmuTOM OTMEUAETCS
HapyIlleHne OKMUCJNTEJIbHO-BOCCTAHOBUTEJIbHBIX IIPOIIECCOB B
TKaHAX KAaK CJIeJCTBHE HAPYIIeHUs OOMeHa Psla MUKPOIJIEeMEeH-
TOB. MapKepoM 5THX MPOIECCOB SABJSETCS MOBLIIICHNE AKTHUB-
HOCTH MeTaJLIO(DEPMEHTOB B CHIBOPOTKE KPOBU — II€PYJIOILIA3-
MWHA, CYKIIMHATAETruAporeHasbl U Ip.

Kiuanueckue npoasiaenuda. Buravmuna D-1eUITUTHLIA PAXUT SIB-
JsercA 3aboJsieBanueM nereii B Bo3pacte ot 3 mo 18 mec (B.I'. Maii-
mamauk, 2002; H.A. KopoBuna u coasrt., 2005). Kiaccuueckue mpu-
3HAKM BUTAMUH D-1eUIINTHOrO paxuTa HanboJiee BEIPAXKEHbI Y JIe-
Teil crapiie 6-mecauHoro Bospactra. OQHAKO HepPBble KJIMHUUECKNE
IpU3HAKY 3a00JieBaHMSA BOSHMKAIOT Uallle Bcero Ha 2-3-M MecAllax
JKU3HU, a Y HeJOHOIIIEHHLIX — B KOHIIE 1-ro MecsIia.

OOBIUHO M3MEHsIeTCs IIoBeieHe PeOeHKa: MOABJIAETCA OECIIOKOIM-
CTBO, JIETKAas BO30YIUMOCTD, B3AParnBaHue IPKU POMKOM 3BYKe W
BHE3AIIHOH BCIILIIIIKE cBeTa. COH CTAHOBUTCS IIOBEPXHOCTHBIM, TPE-
BOYKHBIM. ¥ TPAUMBAIOTCS paree MPUOOpPeTeHHbIe HAaBBIKY, YaCTHIUHO
U cTaTuyecKue (DYHKIUN, JBUraTeIbHbIE YMEHNS, C TPYIOM 00pasy-
FOTCS HOBBIE YCJIOBHO-Pe()IeKTOPHEIE CBA3K. OTMeUaeTCs IOBLIIIIEH-
HOe IIOTOOTIEJIeHNEe, OCOOCHHO IPU KPUKE, KOPMJIEHUN U IIepexoe
OT OOApPCTBOBAHUA KO CHY. IIOT mMeeT HEIPUATHBIN KHCJIOBATHIH
3amax, pasgpaskaeT KoKy, BhI3bIBasi 3yl. Pe0eHOK TpeTcs IroJIoBOI O
MOAYIIIKY, BOJIOCHI HA 3aThLIKE BBITUPAIOTCS, HECKOJIBKO II03Ke II0-
SIBJIAETCA «O0JIbICeHNEe» W yIUIoIeHue 3aThliIKa (puc.3). Ilosasusaer-
cA TIOTHUIA, CTOMKWI KPaCHBIN
mepmorpadusm. Habaromaercs
MBIITI€eUYHad T'NIIOTOHUA.

B mepuoze pasrapa 06oJie3Hu
HapacTaeT o0Iasa cJaboCcTh, Ha-
OJIroaeTcsa OTCTaBaHUE B IICUXO-
MOTOPHOM Pa3BUTHUH, 3aJePrKKa
pasBUTUA CTAaTUYECKUX (PyHK-
U (IeTH IO3IHO HAaUNHAIOT CH-
IIeTh, CTOATH, XOAUTH). Paspac-
TaHNe OCTEOUTHON TKAaHU IPUBO-
AUT K YBEJINYEHHNIO JI06HLIX n
TeMEeHHBIX OyTI'pOB, 00pa30BaHUIO
XapaKTepHOU KBaapaTHON ¢op-
MEI uepera (caput quadratum) u
«omuMOuiicKoro jg6a» (causgHme P“yc")?;622’;‘:gimgl\‘zm\’:g‘f;*:q;':Ejf;:ﬂ"a
YBEJIMUYEHHBIX JIOOHBIX OYTPOB). PAXUTOM
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VYV GOJIBHBIX PAXUTOM B IIEPHOIE
pasrapa pasBuBaeTcs aedopmMaiusa
TPYIHOM KJIETKHU (FPYAb «CAIOMKHU-
Ka», «<KypuHasa») u kudo3s (puc.4).
ITocremmenno y peGeHka (opMUpPY-
eTcA CKOJIMOTUYECKAsA OCaHKA.

Hab6nromaerca pasBepHYTOCTDH
HUKHEHN anepTypbl TPYAHON KJIETKI
U TIOABJISIETCS TApPPHCOHOBA O0PO3aa
(B MecTe IIPUKpPeILIeHnA ruadparMbl
K rpyxnHou kierke). Ha VII-X pe6-
pax BOSHUKAIOT YTOJIIEHN B 00Ja-
CTH KOCTHO-XPSAIIEBBIX COeTUMHEHU
(paxuTHUYeCKHe «4eTKU») (puc. 5).

Puc.4. Paxutunyeckuin kndos npu

Hab6aromaercsa sHaunTeIbHOE UC-

BuTamMuH D-geduunTHOM paxmute

KPHUBJIEHNE HUXHUX KOHEUYHOCTeH

B obJiacTu Gemep u roJgenein (O-o0pasHbIe HOTH — genu varum).
Bo BTOpOM mosyromum KMU3HW IPU HapacTaHUM Harpy3Ku Ha
AJINHHBIE prﬁqa'rme KOCTH IIPOUCXOIUT MCKPHUBJIEHNE HMXHUX

Puc.5. Paxutnyeckume «4eTkmn»
y 6051bHOrO ¢ BUTaMuH D-
nedUUNTHBIM PaXMTOM

KoHeuHocTell (X-o0pas3Hble HOTH —
genu valgum). 'unepmiasus Koc-
THOM TKaHN B 00JIacTU SMU(PU30B
TPyGUaTBhIX KOCTEH CIOCOOCTBYET
MMOABJIEHUIO PAXUTHUUECKUX «Opac-
JetoB (puc.6) M «HUTEH KeMUy-
ra» Ha BePXHUX U KOHEUHOCTSX.
OrMmeuaeTcss ocTeoropos u aedop-
Malusa KOCTeH Tasa, YMEeHLIIaeT-
cs ero IepenHe-3aIHUI pasMep U
popmMupyeTcsa ILJIOCKUHA PaxuUTH-
YeCKUH Tas.

TakuMm oOpaszoM, KaK OTMeuas
eme H.®. ®unaros (1891), «us-
MEHEHUSA B KOCTAX COCTABJISAIOT
TJIaBHbIE€ M CaMbl€ XapaKTepHBbIE
CHMIITOMBI paxmuTa, HO, IIOMMMO
TOTO, PACCTPOMCTBO MIUTAHUA OTPA-
JKaeTcsad YW Ha APYTIUX TKaHAX U
opraHax, CO CTOPOHBI KOTOPBIX II0-
SABJISIFOTCS CHMIITOMBI, BajKHEBIE HE
CTOJIBKO [JIsi OUATHOCTHUKHU PaXU-
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#

Ta, CKOJLKO AJIA Tepamuu U AJA [T
CY:KIEHUS O TOM, IIPOJOJIIKAET JIU
IIPoIlece IPOTPecCCUPOBATh, MU OH
UIeT K YJIYUIIIEeHUIO» .

V¥ 6osbHBIX BuTaMuH D-geduriut-
HBIM PaXUTOM CO CTOPOHEBI OPraHOB
TIHIIeBapeHusa HAaOI0AaeTcAa CKJIOH-
HOCTb K METeopusMy, 3aIropamM WIn
mmuapen. Ilo muernuto H.®. ®dunaro-
Ba (1891), «bosbIlIoii, TAaK Ha3bIBaE-
MBI JIATYIIEUYNH JKUBOT PAXUTUKOB
OYCJIOBJIMBAETCS PASHBIMY IIPUUMHA-
MU, KAaKOBBI: M30BLITOUHOE 00pa30Ba- -
HIe Ta30B BCJIEJICTBIE HeIPaBILILHO- . j\
o IUIeBApPeHNnsd, CJIa00CTh MYCKY- \ \
JIATyPhBI KUIIIEK U OPIOIITHOM CTeHKH,

yBEeJINM4YeHne CeJIe3€HKHW M IIeYeHWU, N
cIaBJIeHUe IPYIHON KIIETKH». |

Y GonpHBIX BUTaMUH D-medu- Puc.6. Paxutnueckne «bpacnetbi» y
OUTHBIM PaxmMTOM OIIMCaHBI CJY- pebeHka ¢ BuTamuH D-gedununtHeiM
yay OUJIATAIIMOHHONU KapAMOMUO- paxuTom

natuu (Roy et al., 2006) u aaep-
ruueckoro mopaskenus xKoxku (George et al., 2006).

HauvajibHble IpOABJIEHUS W3MEHEHUIN KOCTeHd IIPU PEeHTTeHO-
JIOTUYECKOM KCCJIEJOBAHUU OIIPEIEIAIOTCA B BUEe YMEHbIIEHNE
00nI3BecTBIeHUs (ocTeoroposa). Habmiomaercs mapylenue Tpa-
O0eKYJISAPHON CTPYKTYPHI KOCTH, OCOOEHHO 3MMU(pU30B TPYOUATHIX
KocTeli. B MecTax GOJIbIIIOI HATPY3KU KOCTHOE BEIIeCTBO MOXKET
paccacbIBaThCA, 00pasys 30Hy ImIpocBeTieHusa (30Ha Jloosepa). Ha
peHTreHOrpaMMax IJINHHBIX TPYyOUaTHIX KOCTEH BLIABJIAIOTCS 3HA-
YUTEJbHBIA OCTEOIOPO03, OOKAJIOBUAHOE PaCIINpeHre MeTa(dpu30B,
PasMbBITOCTh M HEUETKOCTh 30H IPEABAPUTEILHOT0 O0BI3BECTBIIEe-
Husa (puc.7). flapa oxocTeHeHUA B STMUMU3AX TEPAIOT KOCTHYIO
CTPYKTYPY U PEHTTE€HOJOTMYECKU He OIIPEeIesISIOTC.

IIpu BuTamuH D-1eUIIUTHOM paxmTe OTMEUAIOTCA JOBOJBHO Xa-
pakTepHble U3MeHeHUusa (ochopHO-KaIbLIIMeBoro oomMeHa (Tadi.b).
B uactHOCTH, B HauaJie 3a00/IeBaHIA B CBIBOPOTKE KPOBU HAOJIIONA-
eTcs HOpMAaJbHOE MU JlajKe HECKOJIBLKO HMOBBIIIIEHHOE COlep KaHe
Kaabmnuda (2,62-2,87 mmoab/n1 mpu HOpMe 2,37-2,62 MMOJIB/JT), HO
10 Mepe PasBUTHs 3a00JIeBAHNS BOSHHKAET YMEPEHHAS IMIIOKAJIb-
muemus (2-2,5 MmMoss/1). YpoBeHb (ocdopa CHUKEH yKe B Ha-
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YaJIbHOM IIepuroje 3a0omeBaHusA (Me-
Hee 1,45 Mmmous /1 ipu HopMe 1,45-
1,77 MmMosb/JT), B IEpUOZE pasrapa
00JIe3HM OTYETJIMBO BHIpayKeHa I'-
nogocharemusa (mo 0,48 MmmoIb/ ).
IIpu sTOM aKTHUBHOCTH IIEJIOYHON
¢ocaTasnl IIOBBIIIEHA, BBIPAXKeH
anuno3, runepdocatrypusd, BO3-
MOJKHA THIIePaMUHOAIAIYPUS.
Buramua D-gedunuTHbIN paxuT
XapaKTepUu3yeTcs HUSKUM YPOBHEM
25(0OH)D, B CHIBOPOTKE KPOBU Ha
¢doHe HOPMAJBHOTO COAEP:KaHUI
1,25(0OH),D,. Cnenyer ormeTHTsh,
Puc.7. PeHTreHorpamma KocTe uTo gAepunut ButamMuHa D B opra-
npeanneyba Npy BUTaMUH Hu3Me pebeHKa ompenessgeTca II0
D-peduumTHOM paxvTe: COZIep3KaHUIO 25-TUAPOKCUBUTAMU-

60KanoBMAHOE pacLUMpPEHME,
HEYETKOCTb 1 PasMbIToCTL MeTaduaos  Ha D, (25(OH)D3) B CBIBOPOTKE KPO-

Ny4eBOW 1 NOKTEBOW KOCTY Bu. Ilo MHeHUIO pa3HBIX aBTOPOB,

umMeHHO copep:xanue 25(0OH)D, B

CLIBOPOTKE KPOBUM HAWUJIYUIIMM 0O0pPasoM OTpakaeT MeTaboJIm3M

BuTaMuHa D, 1 ero neunut, moCKOIBKY 9TO JOBOJBHO CTAOMIIb-

HBIN MeTabOJINUT, IEePUOo MOJIyPACIIaga KOTOPOTIO COCTABIISAET OKO-

g0 3 mexn (Pettifor, 2004; Hollis, 2005). Kpurepuu oeHKN ypPOB-
HsA BUTaMuHa D, B CBIBOPOTKE KPOBU IIPEICTaBJIEHBI B TabJ1.6.

YuuTbiBasA ce30HHBIE Kosebanusa yposHaA 25(0OH)D, B ceiBopoTke
KpoBu, Shaw u Pal (2002) peKoMeHIYIOT OIIPEIeaATh AeDUIIUT
ButamuHa D npu comepsxkanuu 25(0OH)D, menee 8 Hr/mMua B 3UM-
Hee BpeMda u MeHee 10 Hr/MJI B JeTHee.

Crenyer OTMETUTD, UTO B JIUTEPATYyPE MMEIOTCA COODIIEHU O
PasBUTUHN U TE€UEHUU BUTAMHUH D-IedUIIMTHOrO paxuTa y meTei
mo 3-mecssunoro Bospacra (Hatun et al., 2005). Tak, mampumep,
cpeqyu TypeIKHX HeTeill M0 3-MecsiYHOro Bo3pacTa BUTaMHUH D-
ITeunuTHLIN paxuT Habaogaerca y 6% (Ozkan et al., 1999).

Ero Teuenme xapakTtepusyerca HajmmuueMm cympopor (y 78,7%
Iereii), paccrpoiicrBamu geixanus (16,7% ), orcraBanueM B Macce
tesa (16,7%), ObICTPBIM (POPMUPOBAHUEM PAXUTUUYECKHUX «Ue-
TOK» u «Opacaeros» (Hatun et al., 2005).

ITo narusiMm Hatun u coast. (2005), y Bcex 6G0JIbHBIX BUTAMUH
D-medpunuTHLEIM PAXUTOM B PAaHHEM BO3pacTe MMEeTCA HUSKUIMA
YPOBeHb KaJIbIIUs B CHLIBOPOTKE KpoBU (MeHee 2,2 MMOJIb/J),
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Tabnuvuya 5
HaubGonee TunuyHbie NnabopaTopHbie UBMEHEHUs
Npu pa3fNyHbIX KJIMHUKO-NaTOreHeTUYeCKNX BapuaHTax paxura
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ButamuH D- CHuxeH CHuxeH MoBbiweHa CHuxeH Hopma MoBbilweH MoBbiweHa
nedbnNuUnTHBbIN
paxuT
ButamuH D- CHuxeH CHuxeH MoBbiweHa Hopma CHuxeH MoBbileH MoBbiweHa
3aBUCUMbIN paxuT
I Tvna
Butamun D- CHuxeH CHwuxeH MoBbllWweHa Hopma MoBbIWweH MoBbIweH MoBbllweHa
3aBUCUMBIV PAXUT mnm MM Hopma
Il Tna HOpMa

Mpumeyaruve. LLUD — wenoyHas ¢pocdatasa; MM — napaTMpeouaHblil FOPMOH.
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Masa 2. ButamuiH D-aeuumnTHbIV paxut

Tabnnua 6

KpuTtepuu oueHku ypoeHsi BuTammuHa D
B CbIBOPOTKE KPOBM

YpoBeHb 25(0H)D Hr/MA HMONb/N
LednunTHbIn MeHee 8 meHee 20
HepocTaTouHbin 8-20 20-50
OnTuManbHbIN 20-60 50-150
Bbicokuii 60-90 150-225
Tokcunyecknin Bonee 90 Bonee 225

npuueM y 59,5% u3 HUX BBISBJISIETCA BBIPAMKEHHAS I'MIIOKAJIb-
nuemus (meHee 1,5 mmous/i). IIpu aToM y GOJIBIIIMHCTBA AETEH
(y 78%) oTmeuaercs BBICOKAsA aKTHBHOCTD I[eJIOUHOI (hocara-
3bl. OgHAKO THUOWYHAA O BUTaMUH D-medUIIHTHOTO paxmuTa
rurnogocharemusi BeIsBIAeTCA peako (y 19% ). Ilpu stom y 45,3%
IeTell BBIABJAETCS HOPMAaJbHEIA YPOBEHDb (pocopa B CBIBOPOTKE
KpoBu u y 35,7% — moseimenubiii (Hatun et al., 2005). ¥V Bcex
OOJIbHBIX BBIABJIAETCA HU3KHE ypoBeHb 25(0OH)D, (menee 37,5
HMOJIb/JI), HO ABJEHUA BTOPUYHOTO TUIIepIapaTupeonuimsMa 00-
HapysxuBawrea v 57,1% npereit (Hatun et al., 2005).

Taxum o6pasom, BUTaMuH D-TepUIIUTHLIN paXUT MOXKET BO3-
HUKATL y JeTeill paHHEro Bo3pacra (Mo 3 Mec) M ero TeueHume
XapaKTepusyeTcsa IPU3HAKAMY BLIPAKEHHON I'MIIOKAJIBIITNeMUN.

Kaaccupuranud. [ IuarHoCTUKY U ONNCAHUSA KJINHUYEC-
KOl KapTuHBI BUTaMuH D-meuIuTHOrO paxura cjeayeT Huc-
moJsb3oBaTh Kaaccuduranuio C.0. [yauinkoro (1947), xoporio
M3BECTHYIO IIeuaTpaM M HeOJHOKPATHO ampoOMpPOBaHHYIO UMU
(Tabu.7).

Kpurepuu taxxectu Buramuu D-meUIIUTHOTO paxura:

- Paxur I crennenu (JIerkoit) xapakTepusyeTcs: IPenMyIIeCTBeH-
HO HEPBHO-MbIIII€UHBIMU IIPOSABICHUAMEI U MUHAMAJILHBIM PACCTPOM-
CTBOM KocTeoOpasoBanms (KpaHuoTadec, YILIOIeHNe 3aThbLIKA, He-
3HAYUTEJHLHOE pa3pacTaHue OCTeOUIHOM TKAaHU B 30HAX POCTA).

- Paxwur Il crenenu (cpegHeTs»KeJION), TOMUMO HEPBHO-MBIIIIEY-
HBIX U3MEHEHUI, COIPOBOKIAETCI YMEPEHHO!, HO OTYET/IMBOM Je-
dopmalimeit ueperma, IpPySHON KJIETKU W KOHEUHOCTEM, HEOOJIbIIIN-
MU (PYHKIIMOHAJIBHBIMY N3MEHEHUAMN BHYTPEHHUX OPraHOB.

« Paxwur IIl crenenn (Ts:xeao0ii) — pe3KO BhIPAKEHHBIE KOCT-
HbIe U MBLIIIeUHbIe M3MEHEeHUNA, Pa3b0JITaHHOCTh CYCTaBHO-CBSA-
30YHOTO alaparTa, 3aJlep:KKa Pa3BUTUA CTATUUYECKUX U JJOKOMO-
TOPHBIX (QYHKIINI, a TaKiKe HapylIeHUs BHYTPEHHUX OPraHoOB,
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BBISBAHHLIE AIlMJ030M M COIYTCTBYIOIIMMU N3MEHEHUAMN MUK-
POIIUPKYIAIIUA.

Kpurepuu omeHKN XapakTepa TeueHusa BuTaMuH D-medumur-
HOTO paxmuTa:

« OcTpoe TeueHme — OypHOe Pa3BUTHE BCEX CHUMITOMOB, fAP-
Klie HeBPOJIOTMYEeCKIe 1 BereTaTHBHBIE PACCTPOMCTBA, 3HAUNTEIIh-
Had runodochareMusi, BRICOKUI YPOBEHBL IIEJOUHOU (ocdara-
3bI, IIpeobagaHue TPOIIECCOB OCTEOMAIAIINH.

+ IlomocTpoe TeueHme — CBOMCTBEHHBI YMEPEHHO BBIPAKEH-
Hble UM MaJI03aMeTHbIE HEBPOJIOTMUEeCKNe W BereTaTUBHEIE Ha-
pyllleHus, Hepe3Kue OMOXMMHUUYECKNe COBUTY, IIPEeBaJINPOBaHLE
IIPOILECCOB OCTEOUIHOM I'MIIEPILIA3UMH.

« PenumuBupyiolee TeueHrne — TUINYHLI CMEHBI IIEPUOIOB
000CTpeHNA U CTUXAHUA IPOIlecca C COXPAHIIOITUMUCA OCTATOU-
HBIMU sABJeHuAMHA. IIpu peHTreHorpadmu 30H POCTa OOHAPYKU-
BaeTcA HECKOJIBbKO II0JOC OOBI3BECTBICHUA B MeTadusax.

ITo muenuio B.®. lemuua (2001), penmuauBupyioliee TeueHne
BuTaMuH D-IeHUIINTHOrO PAXUTA B HACTOSAIIee BpeMsa BCTpeda-
eTcs Kpaline peako. OH He JOIIyCKAaeT, YTOOLI peOeHOK C JUATHO-
CTUPOBAHHLIM PAXUTOM CPeIHEH TAMKEeCTH, IOJYUaAIOIMUi amgekK-
BATHYIO HeCIeImU(PUUECKYIO U cueluprUecKy0 Tepalnio, BHOBb
IomnaJi B He0J1aronpuATHLIE yeaoBud K KusHu. B.®@. [lemun (2001)
CUMTAET, UTO V pebeHKa B Bo3pacTe mocje 8-9 Mec panmoHAILHO
BCKapMJIMBAE€MOI'0, aKTHBHO IBUTAOINErocs, MHOI'O I'yJIAIOIIEro
Ha CBeXXeM BO3[IyXe, HUKOTJAa He BO3HUKHET PEIUINB PaXUTa.
IIpu sTom mocraTtouno mpoduiaaktTuueckoir (400 ME B cyTkm)
I03bI BUTaMuHA D, CUHTE3UPYIOIIErocsa KOXKell MM IIOCTYIIAI0-
HIero c IUIIeH.

Tabnnuya 7
Knaccudpukauua paxura
(C.O. Oynnukunin, 1947)
Mepuop TaxecTb TeyeHne
HavanbHbil | cTeneHb — nerkas OcTpoe
Pasrapa Il cTeneHb — cpeaHen TaxecTn MopocTpoe
PekoHBanecueHunn
0CTaTO4YHbIX ABNEHUN Il ctTeneHb — TaXxenasa Peungnsunpyiouiee

Kpurepuu onpenesienus mepuona 3a60JeBaHMUI:
- HauaapHbIil mepuog — mepBbie IPU3HAKK 3a00I€BaAHUA BO3-
HUKAIOT Yallle Bcero Ha 2-3-M Mecslle :KusHu (Y HeJOHOIIIeHHBIX
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B KoHIle 1-r0 MecsAlla), U3MeHAeTCA IIoBeleHNe pebenka (6ecmo-
KOMCTBO, JieTKasaA BO30yIMMOCTD, B3AparuBaHue 1 Ap.), IOIBJIA-
oTcA HeMpoBereTaTuBHBIE paccTpoiicTBa. B chIBOPOTKe KpOBU
oTMeUaeTcss HOpMaJIbHOe UJIN Ja’Ke HeCKOJILKO IIOBLIIIIEHHOE CO-
Iep:xaHue Kambiuda (2,62-2,87 mmoab/a mpu Hopme 2,37-2,62
MMOJIb/JI) ¥ CHUKEHHBIN ypoBeHb (ocdopa (memee 1,45 MMoan/
a npu mopme 1,45-1,77 MMOJIb//T), AaKTUBHOCTE IIEJOUHOM (hoc-
daTasbl HECKOJIBKO MOBBIIIEHAa, BhIPaKeH anuao3, runepgocda-
TypHudA, BOBMOXKHA TUNlepaMuHoanuaypud. [[IuTebHOCTh HaUa b-
HOT'O IIeprojia MPU OCTPOM TeUeHUU paxuTa KoJjebsgercsa oT 2-3
o 4-6 Hex, IpU IIOZOCTPOM TeUeHUM — mMHOTAA a0 2-3 Mec.

+ Ilepuox pasrapa (xouer I momyrogusa :XuU3HM) — XapaKTEPU-
3yeTcsa 60.7168 SHAYUTEJIbHBIMU HEPBHO-MBIINIEYHBIMUY 1 BETE€TATHUB-
HBIMN paCCTpOﬁCTBaMH, OTUETJIMBBIM OTCTaBaHMWEM B IICUXOMO-
TOPHOM W (PUBUUYECKOM Pa3BUTHUU, MPUCOETUHSIIOTCS BBLIPAYKEH-
Hble M3MeHeHUs cKeJjeTa, 0COOeHHO B 30HaAX pocTa KocTeil.
OTrueTiMBO BRIpaskeHa rumodocharemMus (ypoBeHb (ocdopa Mo-
sKeT cHu3uThbesa 10 0,48 MMoJIb/JT), yMepeHHAasA TUIIOKAIbITUEeMUST
(2-2,5 MMoOJIB/JT), TIOBBIIIIEHA aKTUBHOCTD ITEJOYHO# (hochaTasbl.

+ Ilepnona peKOHBAJIECHEHIUHN — YJIYUIIEHIEe CAMOYYBCTBUA U
00II[ero COCTOAHUS pPebeHKa, JUKBUAAIINUSI HEBPOJOTMUECKUX U
BEreTaTUBHLBIX PACCTPOMCTB, YJIYUIIAIOTCA MIN HOPMAJIU3YIOTCS
cratTuueckrue GyHKIIUN, QOPMUPYIOTCA HOBBIE YCJIOBHBIE PedeK-
Cbl, OTHAKO MBIIIeUHAs TUIOTOHUA U Jed)opMaIluu CKeJeTa Co-
XPaHAOTCSA IJNTEJIbHOe BpeMs. ¥ poBeHb (pochopa B KPOBU JOC-
THUTaeT HOPMBI MM HECKOJILKO IPEBHIIIaeT ee, HeOOIbIIasl TUIIO-
KaJbIIIeMUA MOYKET COXPaHAThCA, a MHOT/IA Ja)Ke YBeJINUNBAEeTCA.
AKTHUBHOCTS ITeJIOUHON (hocdhaTassl OOLIUHO B HOPME.

- Ilepuoa ocTaTOYHBIX SBJIEHMH — JIMKBUAAIIUSI 00PATUMBIX
U3MEHEeHUN OIIOPHO-ABUI'aTEJbHOT'O aIlliaparTra (MLIIl[eT{HaH TUIIO-
TOHUSA, Pa300JITAHHOCTL CYCTAaBOB U CBS30K U IIP.), HOpMaJIu3a-
mus OMOXMMHUUYECKMX IIOKasaTeseil, coOXpaHeHre HeoOpaTHMMBIX
M3MEeHEHUN KOCTHOTO CKeJeTa.

Huddepennunanpaasa nuarnocTuka. B mnane guddepennuansb-
HOI JMArHOCTUKU PAXUT CJEAYeT TaKiKe OTJIUYATHL OT XOHIPOIN-
cTpo(uM 1 BPOMKJAEHHON JJOMKOCTU KOCTEMH.

AxoHapomnnaasusa (XOHAPOAUCTPOGMUA) — BPOKIEHHOE, TeHEeTH-
YecKU 00yCJIOBJIEHHOE HapyIIeHne SHXOHAPATHLHOTO OKOCTeHEHU A
IPU COXPAHHOCTH IIepuocTaJIbHOT0. IlopaskaioTesa KOCTH XpsAIle-
BOT'O MIPOMCXOMKIECHUSI, B TOM UHCJIe KOHEUHOCTEN M OCHOBAHUS
yepena; MIO3BOHOUYHUK He 3aTparnuBaeTcs.
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Axouapomniasusa xapaKTepusyeTcsa YKOPOUeHNEeM KOHEeUHOCTEeH
IIPEUMYIIECTBEHHO 34 CUET IIPOKCUMAJIbHBIX OT/IEJIOB (PHU30MeIs),
KapJIMKOBOCTBHIO ¥ HEIIPOIOPIINOHAIBHLIM TEJIOCTI0KEeHIEM.

B 1994 r. [I)x. BucTmMyT 1 ero KoJjujieru OOHAPYKUJIU, UTO
MyTamusa reHa perenTopa 3 axropa pocta pubpoodimacra (FGFK3)
Ha YeTBEPTOH mape UeI0BeUeCKON XPOMOCOMBI BHIBBIBAET aXOH/I-
pomiasuio. YCTAaHOBJEHO TaKiKe, UTO JAaHHBINA I'eH — PeIernTop
daxTopa pocta puOPOOIACTOB, KOHTPOJIUPYET CUHTE3 IIPOTEHHA,
KOTOPBIH PaCIOJI0MKEH Ha IMOBEPXHOCTH KJETOK PAa3JIUYHBIX THU-
OB TKAaHel, BKJIIOUAs XPSAIIEBYI0 U KOCTHYIO. [[aHHBIH OeJIoK
IIpu3BaH OTBeYaTh Ha BoadelicTBUe (PaKTOPOB poCTa U CO3peBa-
Hus xkjaeTku. OgHAKO B HACTOsINee BpeMsA HEM3BECTHO KaK Je-
(deKTHLII 0eJIOK B IeMCTBUTEIbLHOCTHU BBI3HIBAET CIMIITOMEI aXOH-
apomiasun. KinHandecku y pedbeHKa oTMeuaeTcsa 00JIbIas I'oJIo-
Ba C BBRIJAIOIIUMUCS JOOHBIMY U TEMEHHBIMU OyTrpaMi, KOPOTKUeE
KOHEUHOCTH, BapyCHbIe MCKPUBJEHUA HOT, TUIEPJIOPAO3 HJIU
(unorma) Kudos, medopmManuy Tasza HAIOMUHAIOT IPU3HAKU pa-
xuTra. O6palraiT Ha ce0sa BHUMAHNE OTHOCUTEILHO JJINHHOE TY-
JIOBHUIINE, COOMpAaIoNIecs: B CKJAOKM Ha KOHEUHOCTAX KOKa U
MMOAKOJKHAA KUPOBas KjaeTuaTKa. K1cTu YyKOPOUEeHEl, IITUPOKHe,
YKOpPOUeHHbIe ITaJbIIbl PACIOJIOMKEHLI B BUIe Tpe3yoIia. /IBuixe-
HUS B CyCTaBaxX CBOOOMHLI, 3a MCKJIIOUEHMEM OTpaHUUYeHUA pas-
rubaHUs B JOKTEBBIX cycTaBax. OTMeuaioTcs TaKiKe MaKpolle-
danusa, cemmoBugHadg opMa HOCA, HABUCAIOMIINI BBICOKUH JI00,
BBICTYIIAIOINASA BIIEPEe] HUMKHAS UEeNIOCTh, YaCTO B COUETAHUU C
U3MEHEHUAMU IJNHBI KOHEUHOCTEeI, UTO CO3aeT CBOeOOpa3HEIi
dernoTun. MoryT Bo3HNKATh HEBPOJIOTHUECKNE HapPYIIeHUsd, KO-
TOpbIe 00YCJIOBJIEHBI HECTAOMJIHLHOCTHIO aTJIAHTOOKIIUITUTAIBHO-
IO COUWJIEHEHUS 1 CTEHO30M IT03BOHOYHOT'O KaHaJa.

Ha yTOUHEeHUs Ouarmosa IMPOW3BOAAT PEHTTEHOJOTHMUYECcKOoe
uccjaenoBanue. IIpu axoHAPOIIA3WMM OTMEUAIOTCS PEHTTEHOJIO-
rmuecKue U3MeHeHUs B uepelle, KUCTIX, Ta300eJpeHHBIX cycTa-
BaX W IMO3BOHOYHUKE. PEHTTEeHOJIOTUYECKU BBLIABJISIETCSI YKOPO-
YeHWe U MCKPUBJEHUE TPYOUaThIX KOCTel, yTOJINeHne KOPTHU-
KaJbHOTO cJIofg. Iuu@uabl MIJIUHHBIX TPYOUaTHIX KOCTei
Ie)OpMUPOBAHEI, 30HBI POCTA CYKEHBI, YaCTO OHU BOTHYTHI U3-
3a TaK Ha3bIBAEMOTO MOrPyKeHusd sundusosB B metadpus (Cheema
et al., 2003). Kpome Toro, ormeuaercsi 00KaJOBUIHOE B3AyTHE
MmeTahus30B, rpuboBumHad AedopMmalusa suudus3os, pparMeHra-
IS 30H POCTa, BapyCHBLIE WJIM BaJbI'yCHBIE KOJIEHU, BBICOKOE
CTOsITHUE TOJIOBKU MaJiobepIioBoit koctu (puc.8). OTmeuaercs Tak-
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Pnc.8. PeHTreHorpamma koctei
HUXXHUX KOHEeYHOCTel 6-neTHero
ManbyvKa c axoHgponnasmen

JHXOHIPAJIbHOE OKOCTEHEeHIE
00BLIYHO He HapyItreHo. Tpyo-
yaTble KOCTH MMEIOT IIOUTU
HOPMAaJIBHYIO JJINHY, HO CO-
Iep)KaT MaJio M3BEeCTU, TOH-
Kue, JOMKMe. Uepen MATKUH,
KaK Kay4YyKOBLIA MEIIOK, C
OTJeJIbHBIMI KOCTHBIMMU ILIA-
cruaKaMu. OTKPBITHL gasKe
OOKOBBIEC POSHUUKHU, ITTBLI IITH-
poxue. HetummruHo ajia paxu-
Ta TO, UTO JETH YKe POKIa-
IOTCSI C MHOTOUMCJICHHBIMU TIe-
pesroMaMu TPyOUaTHIX KOcTeit
¥ pebep U ¢ KOCTHBIMU MO30-
JISIMUA B MECTaX BHYTPUYTPOO-
HO HACTYIIUBIIINX IIE€PEJIOMOB.
B nmanpmeiimem 1epesioMbl
BO3SHUKAIOT 6e3 BUIUMOM IPHU-
YMHBI WIN IPU MAHAMAIbHBIX
MaHUOYJIAINUAX, IPUBOASI K
YKOPOUYEHMI0 KOHEeUHOCTEH, a
HEPeaKo K Iyroo0pasHOMY UX

JKe OpaxumIakTHUINS U U30JaKTH-
JUs, YKOPOUeHNe OCHOBAHUA Ue-
pena, mMpusHaKU TUAPOIedaINN,
BBhIPa’KEeHHBIA TOACHUYHBIA JIOP-
03, yMepeHHAasA ILJIaTUCTIOH NN,
CYKeHHBIH, YIIJIOIEeHHbBIN, TOUYKO-
0o0Opas3HBIN Tas.

Bpoxgennass JJOMKOCTh KOCTeH
(osteogenesis imperfecta) cBasana
¢ HapyIlleHueM MeTa00Im3Ma CoeIu-
HUTEJILHON TKAaHU, (QYHKIIMOHADL-
HOM HEIIOJHOIIEHHOCTBhIO OCTeo0JIa-
CTOB, 3HAUUTEJIHLHLIM 3aMeJIEHIeM
TIEPUOCTAJILHOTO 11 B MEHBIIIEH cTe-
TeH! SHAOCTAJILHOTO OKOCTEHEHMS.

Punc.9. PeHTreHorpamma KocTein roneHm
B nepepnHeii (a) u 6okoBoit (6) npoekunn
7-DeTHen 0eBOYKU C BPOXAEHHOM TIOMKOCTbIO
KocTten
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UCKPUBJIEHNIO. HacThIMU, HO Heo0A3aTeIbHBIMI TPU3HAKAMU MO-
TyT OBLITHL TOJyObIe CKJIEPhLI, TOHKAA KOXKa, TUIIOIIas3us 3yOOB C
JKeJITOU mau (PUOJIETOBOM MX OKpPacKoil, arpodus mbmmi. Ha peH-
TTeHOTPaMMAaX BBISBJISAIOTCA BHIPAYKEHHBIN OCTEOIIOP03, MCTOHYE-
HIIe KOPTUKAJIBHOTO CJI0s, CBEKME U CTaphble IIePeIOMEI, ICKPUBIIE-
uus Kocreii (Cheema et al., 2003) (puc.9). Comep:xanue dochopa u
IIEeJIOUHOH (hpochaTasbl HE M3MEHEHO.

HuddepennmaibHO-I1arHocTUYeCKe IpusHaky BuTaMu D-Je-
(PUITITHOTO PaXUTAa 1 CXOTHBIX 3a00JIeBaHUII IIPEACTABICHbBI B TA0JI.8.

Jleuenue BuTaMuH D-1e(UITUTHOTO paxuTa JOJKHO OBITH KOM-
IJIEKCHBIM, MJIUTEJbLHBLIM 1 HAIPaBJIEHHBLIM KaK Ha yCTpaHeHUe
BBI3BABIIIUX €TI0 IPUUYNH, TaK 1 HA JUKBUIAIINIO TUIIOBUTAMIHO-
3a D. PasjgnuaioT HecrenuuiecKoe u cuenuduyeckoe JeueHue,
BKJIIOUAIOINee yabTpaduroseToBoe 00yueHe U BBeJeHe Ipera-
paroB ButamuHa D.

HecnenugprueckoMy JeUeHNI0 HeOOXOAMMO VAEIATE OOJILIITe BHI-
MaHus, TaK KaK BUTaMUH D-IeuIuTHBIN paXuT He Beceraa ObIBaeT
00yCJIOBJIEH TOJBKO THIOBUTAMHHO30M D. B oaTux ciyuasx HasHa-
yeHne suTaMuHa D 6e3 BocIoJHeH!A AeUIINTa KaJdbIUsa, MIKPO-
2JIEMEHTOB (Marums, IMTUHKA), ITOJTHOIIEHHOTO 0eJIKa, BUTAMUHOB A,
C, B u ycrpameHus apyrux HeOGJIaTONPUATHBIX (PaKTOPOB MOXKET
OBLITH He TOJLKO 0ECIIOJIe3HBIM, HO 1 BPEOHBIM MJIs 60JBLHOTO. JTOT
BUJ JIEUCHUS BKJIIOUYAET OPTaHMU3AIINI0 OXPAHUTEJILHOIO PerKuMa,
COOTBETCTBYIOIIIETO BO3PACTy OOJBHOTO, C YCTPAHEHHEM I'POMKOTO
IIIyMa, sIpKOTO CBeTa, AOIIOJHUTEJbHBIX pasapakuresneii. Heobxo-
IUMO IJINTEILHOE IIpe0bIBaHIe peOeHKa Ha CBeXKeM BO3AyXe B THEB-
HOEe BpeMsA CO CTUMYJAIMEN aKTUBHBIX ABU:KeHUM. Bosabloe 3Ha-
YyeHVe MMEIOT T'MTHMeHnUYecKre MpoIledyphl (BamHa, oO0TupaHue), a
TaKkiKe JieueOHAs TUMHACTUKA 1 MacCaK.

HneTy peKOMeHIYIOT B COOTBETCTBUHU C BO3PACTOM, MOTPEGHO-
cTsIMU pebeHKa U KOPPUTUPYIOT C YUETOM CYIITECTBYIOITUX Hed-
muToB. C 3T0 1eabi0 pebeHKY 3-4 Mec, HaXOAAIeMycs Ha ecTe-
CTBEHHOM BCKApPMJIMBAHUU, BMECTO IIUThHSA AAIOT OBOIITHEIE U (DPYK-
TOBBLIE OTBAPhI U COKHU, PAHBINIE HA3HAYAIOT KeJITOK, TBopor. [Ipu
CMEeIIIaHHOM M MCKYCCTBEHHOM BCKApPMJIMBAHUU YK€ B paHHEM
BO3pacTe cJefyeT Ha3HauaTh OBOIMHON IPUKOPM, OTPAHUYUTD
KOJIMYEeCTBO MOJIOKA, Kedpupa u Karru. B 6osee paHHUe CPOKU B
I1eTY BBOOAT OCTAJIbHEIE 0JII0a IIPUKOPMa, PEKOMEHAYIOT 00JIb-
mie oBoreii. ChIpble W BapeHbIe OBOIIM U (PPYKTHI 00JIaJAIOT
OITeJIAUNBAIOIIUM JefiCTBHEM, BOCIOJIHAIOT Ae(UIINT BUTAMUHOB
1 MUKPO2JeMeHTOB. 1A yIydIlleHus MuIlleBapeHus IIpu TsKe-
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Tabnua 9

AvuddepeHumanbHO-ANarHocTMYecKue NpusaHakm ButaMmuH-D-aeuLnTHOrO paxura v cxoaHbIX 3a0oneBaHunii

Mpun3Hakn ButamnH-D-gepunumtHbIn docpar-gmnader MoyeyHbIN TYOYNAPHbIA BonesHb oe ToHn—
paxuTt aumpos [Nebpe—daHKkoHn
1 2 3 4 5
Tun OTtcyTtcTBYyeT JOMWHAHTHBIN, Cnopagunyeckme AyTOCOMHO-
HacnepoBaHus CLenneH ¢ X- cnyyam, BO3MOXEH PELLECCUBHbIN,
XPOMOCOMOW ayTOCOMHO- BO3MOXEH
PELLECCMBHbIN NN LOOMWHAHTHBbIN
ayTOCOMHO-
LOOMWHAHTHbIN
Cpokn 1,5-3 mec 1r.3mec-1r.6 mec 5-6mec — 2-3r. 2r.6mec-3r.
MaHundecTaumm
MepBble M3MeHeHns CO CTOPOHbI BbipaxeHHas Monnypus, BecnpuynHHble
KIMHNYeckue HEPBHOM CUCTEMBI, nedopmMaLms HIKHNX nonnauncus, NOBbILLEHUS
nposiBNeHns pasgpaxnTenbHOCTb, KOHEYHOCTEN, paxnTu- pasnopaxnTenbHOCTb, TemMneparypsbl.
NNakCUBOCTb, HApPYyLUEHNe yeckue «bpacneTku» Ha | MAakCUBOCTb, pe3kast Monnypwus,
CHa, NOTNINBOCTb. KMUCTSAX PYK, MblLLEYHAs MbILLEYHAs rMMNOTOHUS, nonuauncus.
CHMXeHne anneTuTa, TMNOTOHNS HUKHUX MbiLLEeYHble 60N MbiLweyHble 60m
MbILLEYHAs r’MNOTOHNS KOHEYHOCTEN
Cneumnduyeckne KOCTHbIE N3BMEHEHMNS: Mporpeccupytowas Monnypus, Meproanyeckne
npu3Hakun KpaHunoTabec, nobHble BapycHas gpedpopmaums | nonnauncus, NOBbILLEHNS TEMMNEPA-
Oyrpbl, paxutnyeckme rofieHemn MbILLEYHAs FMNOTOHNSA TYpbl, MPOrpeccnpyto-
yeTku, «<bpacnetkm», O- n [0 aToOHUWN, afuHaMnn. LME MHOXECTBEHHbIE
X-00pasHble gedpopmarim YBennyeHme neveHu. KOCTHble aedopmaumu.
roneHemn 3anopsbl. BanbrycHas YBenuyeHne neveHn.
nedopmauns roneHen. A/ cHnxeHo.
CHuxeHune AL CKJIOHHOCTb K 3anopam
dunsnyeckoe Bes3 ocobeHHocTel Hedununt pocta npu CoueTaHune HU3KOro CoueTaHune HU3Koro
passuTne HEeM3MeHHOW Macce pocTa n pesko pocTa 1 Pesko NOHU-

MOHMXEHHOro NTaHna

XKEHHOro nnutaHnsa

potr-g HuweLng 'z egelr|

1umxed IGHLNTIN
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lMpoaonxeHne TabnunLbi 8

1 2 \ 3 \ 4 5
Buoxunmumnyeckue nokasarenu KpoBum

Kanbuuii CHuxeH Hopma Hopma Yauwie Hopma

docdop CHuxeH 3Ha4YNTENBbHO CHUMXEH CHuxeH 3Ha4YNTENBHO CHUXEH

Kannit Hopma Hopma CHuxeH CHuxeH

Hatpwnin Hopma Hopma CHwuxeH CHwuxeH

KOC Hopma nnn komneHcun- MeTabonuyeckuii BbIpaXeHHbI KOMMeH- BbIpaxeHHbIN
pOBaHHbI MeTabonu- aunaoos CUPOBaHHbIN MeTabonu- | mMeTabonmyeckuii
yeckuii aumpo3 4Yeckuii aunpo3 aunpos

U3meHeHus B Mmoue

AmMnHoaumpypus MmeeTcs Hopma Hopma BbipaxeHHas

®docdaTtypus NmeeTcs 3HaunTenbHas YMepeHHas 3HaunTenbHas

Kanbumnypus CHuxeHa Hopma 3HaunTenbHas CHuxeHa

PeHTtreHorpamma OTcyTCTBME NINHUN py6ble 6okanoBmaHbIE O6LLUMIA CUCTEMHBIN OC- BbipaxeHHbIn

KocTemn npenapaTopHOro nedopmaumm TEeonopos, 0CTEOonopos.
06bI3BECTBNEHUS, MeTadpur30oB. CMa3aHHOCTb, TpabekynsipHas
cuMnToMm «dakena», YTosnLeHe KOpKoBOro HEYEeTKOCTb KOHTYPOB NCYEpPNaHHOCTb B
6okanoBMaHoe CJ104 nepuocTta mMeTadun3oB. Hepenko ANCTaNbHbIX U
paclmpeHne metadursoB. KOHLEHTpU4yeckas NPOKCUMAaIbHbIX
OcTeonopos aTpodus KocTn oTaenax gnapusos

OddexT oT Bbicokuii, [,0O3bl yMeEpPEH- YO0BNeTBO pUTESbHBIN, HesHaunTenbHbIl YO0oBNeTBOPUTENbHbIN,

neyeHus Hble, AINTENbHOCTb 4—6 [,03bl BbICOKME, NPUHN- [,03bl BbICOKME,

BYTamMnHOM D Hepenb MaloT MOCTOSIHHO NPUHMMAIOT MOCTOSIHHO

veN 'g

» IMHHETYE,

d

«I9.1)8L10B 8I9HHBWadg00 na1air A 1uxe,



Masa 2. ButamuiH D-aeuumnTHbIV paxut

JLIX (popMax BuTaMUH D-Ie(UIIMTHOTO paXnTa UCIOJIb3YIOT CO-
JSHYI0 KUCJIOTY U (DepPMeHTHI (IIeIcruH, MaHKpPeaTuH).

B niepuog sevenusa BuramMui D-gedUIIETHOTO PaXUTa BUTAMMY-
HOM D HeoO0X0mMMO BBOAUTL aJeKBATHOE KOJHUUYECTBO KaJIbITU,
MOCKOJIbKY IIOJ AeficTBUEeM XoJieKaabIl(eposa BOBMOKHO yCHU-
JeHNe ero AeuiuTa, KOTOPBIN MOJKEH ObITh JUKBUIWPOBAH
HasHaAUYeHNeM IIUIIEBOTO PaIlioHa, 000TaIleHHOTO KaJIbIIUeM WUJIN
ero MeIUKaMeHTO3HBIMU nobaBKamu. IIpm sTOM cyTouHAas IIO-
TPeOHOCTh B KaJbIIK 3aBUCUT OT Bo3pacTa (Tabdi.9).

Tabavua 9

CyTo4yHasga NnoTpeOGHOCTb B KaNbLiMM y AieTeli pa3Horo Bo3pacTa
(Osborn et al., 2005)

BospacTt CyTo4yHas NoTpebHOCTb B KaNbLKW, M
OT poxaeHus oo 6 mecsaues 400
6 - 12 mecsaues 600
1-5 net 800
6 - 10 net 800 - 1200
11-24ropa 1200 -1500

IIpu HasHaAUeHWU TPENapaToB KaJbIUA Per 0S IMpeAnouYTeHue
cJleTyeT OTJaBaTh Mperkje Bcero 6MoycBosieMbIM (hopMaM, TAaKUMU
KaK IUTPAT KaJablusa, KapooHaT Kaiabiiud. IIIupoko mcmoab3yercs
KapbOonar, cogepskarmuii 40% umcroro Kaabius. Hanayuiiiee Bca-
cbIBaHUE (OMOIOCTYIIHOCTD) KAJBIINA B ITUTPATHLIX M (hochaTHBIX
cosiax. BosamMoKkHO ucnoabp3oBanme rauiiepodochara Kaabliud UIN
TJIIOKOHATA KaablusA. [[03MpoBaHme IPemapaToB 3aBUCUT OT COJIED-
JKaHUA KaJIbIIUA B JIEKAPCTBEHHBIX Ipenaparax (tads.10).

Tabnnua 10

Cop.ep)KaHVle Kanbuus B HEKOTOPbIX JIeKapCTBEeHHbIX Npenapartax

Mpenapart kanbuusa (Mr/Ha 1 rconu) CopepxaHue Kanbums
Kap6oHat kanbums 400
docodat kanbLma 3-0CHOBHOM 400
docodaT kanbLUa 2-0CHOBHOW aHrMapWa, 290
Xnopwug kanbuus 270
docoaT kanbLMa 2-0CHOBHOM AUrMapva, 230
Lintpat kanbums 211
nuuepodocdat kanbums 191
NakTat Kanbums 130
[mokoHaT kanbums 90
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IIpoBenmennnie HemaBuo Oginni u coaBT. (2003) mccienoBanuA II0-
KasaJin, 4TO JOIOJHUTEILHOE BBeJeHNe JaKTaTa Kaabiusd (2,7 I'/cyT)
B TeueHMe 6 MeC CIIOCOOCTBYET HOPMAJIM3AIIUU OMOXMMUUYECKUIX
ImoKasaTesieil 1 PeHTTeHOJOTUYECKUX HapPYIIIeHnH Y O0IbHBIX BU-
rTaMuH D-IeUIUTHOM PaXUTOM.

Hasunauenwne Burammuos C u rpynnst B (B,, B,, B;) ciocoberByet
YMEHBIIIEHHUIO alliI0o3a U eTr0 MOCJIeICTBU, aKTUBU3UPYET IPOIeC-
ChI KOCTEOOPA30BaHUA M MHOBLIMIAET 3(PPEKTUBHOCTE CIIeIM(pIuec-
KOro JieueHus. ITOMY sKe CIocoOCTByeT IumTpaTHas cmech (Acidi
citrici 2,1; Natrii citrici 3,5; Aquae destillate ad 100,0), koTopy:o
HasHAuvaloT Mo 1 yaliHoil Jo)KKe 3 pasa B JeHb B TeUeHIe MeCAIlA.
IMutpaTHas cMech CIOCOOCTBYET BCACHLIBAHUIO KAJIbIINA, YMEHbBIIIA-
eT ABJEeHUA aIua03a, yJIYUIllaeT IPoIecChl ocCu(pUKaIUN.

HeoTnhemiiemMoii 4acThbIO J€UEHUA ABJISIIOTCA JieueOHasa I'MMHA-
cTuka U Maccayk. OHI YMEHbBIIAIOT BIUAHNIE T’MIIOANHAMMUM, CTH-
MYJUPYIOT HOJIOKUTEJIbHLIE PeaKIuy IeHTPaJIbHOU HepBHON
cHCTEMBI M OOMEHHEIE IIPOIECCHl B KOCTSAX U MBIIIIAX, YIydIla-
0T caMouyBcTBUe peberka. IIporeaypsl IPOBOAAT e€KeTHEBHO B
reueHne 30-40 muH. 1S CTUMYJIAINN MBIIIEYHOTO TOHYCA B
aKTHBHOU (hase paxuTa HAa3HAUAIOT IPO3EPUH BHYTPUMBIIIIEYHO
mo 0,1 r 0,05% -ro pactBopa Ha 1 rog XMU3HW HJINU BHYTPL B
nopomkax mo 0,001-0,003 r 3 pasa B mennb, Kypc — 10 ngmeii.
CoJsieHble ¥ XBOIHBIE BAHHLI YPABHOBEIINBAIOT IIPOIIECCHI BO3-
OYV'KIEHUSA 1 TOPMOKEHIS B IIeHTPATbHOI 1 BereTaTUBHOMN HEPB-
HOII cucTemMe, CTUMYJIHPYIOT OOMEHHBIE IIPOIIECCHI.

Cunenudpuueckoe JeueHre BUTaAMHUH D-me@UIIMTHOrO paxuTa
HA3HAYAIOT C YUYeTOM Ilepmoja 0O0JIe3HM 1 XapaKTepa TeUeHUs
mporiecca. B HauaabHOM IIE€PHOMEe PaxuTa U MIPHU IOJOCTPOM €To
TeUeHUU IIPeIIoUTeHNe CJIeIyeT OTAABaTh 00IeMy yJbTpaduo-
JIETOBOMY OOJIyUeHMIO KaK 0oJjiee (pU3MOJIOTUUHOMY CIOCO0Y Te-
pamnuu. Ilpomenypsl IPOBOAAT €KeTHEBHO UJIN Uepes JeHb II0ce
oIpefeJeHNA 0MOA035I (MHAUBUAYAIBLHOMN IIEPEHOCUMOCTH) C IIO-
CTEIIEHHBIM yBeJnYeHreM BpemMeHU o0ayueHud (ot 1 1o 20 muH).
doxrycuoe paccrosuue — 100 cM, AIUTEIbHOCTL Kypca — 15-25
IHel. YabTpadrosieToBoe 00JyUeHNe He MOKa3aHO IPU OCTPOM
TeUeHUU IIpoIlecca, 0OCOOEHHO B IepHuoje pasrapa 00Je3HU, Ipu
HaJINYUY IPU3HAKOB CIIa3MODUINH, a TAKIKe TAKUX COIIyTCTBY-
oIMux 3a0ojseBaHUil KaK OUCIENCUA, TyOepKyJe3Has MHQUII-
POBaHHOCTD, BBIPAYKEHHAS T'MIOTPOMUA 1 aHEeMUI.

B pasrap zaboseBaHuA OIPU OCTPOM TeUEHUM PaxXUTa HasHaua-
foT BuTaMuH D B OJHOI 13 JIeKapCTBEHHBLIX (hOpPM.
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B Hacrosinee BpeMs B KJIMHUUYECKO! IIeIUATPUH IJIsS JeUeHU T
¥ IPOPMIAKTUKYN BAUTAMUH D-Ie@UIIMTHOIO paxuTa IIPpaKTIdec-
KM He HCIIOJIb3YIOTCSA CIHPTOBLIE PACTBOPBI BuTaMuHa D, 1o-
CKOJIbKY JOCTATOYHO XOPOIIIO M3BECTHBI HEJOCTATKHU CIIMPTOBOIO
pactBopa BuTamMmuHa D,. B yacTHOCTH, 3TOT CIMPTOBOX PaCTBOD
IPaKTUYECKM He BBIIYCKAeTCSA BBUAY BLICOKOIT Mo3wI (B 1 Kame
— okoso 4000 ME). Kpome Toro, cyIecTByeT BO3MOYKHOCTD IIe-
Pello3UpPOBKHU BUTaMuHa D, 13-3a HCIapeHus CIKUPTa, a TaKiKe
CJIOXKHOCTD JO3HPOBAHUSA M3-3a YBEJUUYEHUS €r0 KOHIIEHTPAI[UK
B pacTBoOpe.

JauTenbHOE BpeMs CUMNTAJIOCh, UTO HauboJiee ONTUMAJILHBIM
I JedeHud U OpoPUIaKTUKA BUTAMUH D-ne@uIiuTHOro paxu-
Ta SBJIAETCA MACJIAHBIA PAacTBOP BuTamMuHa D,.

Cpenu MacJsSHBIX PACTBOPOB IIperapara BUTaMuHa D MCIoIb-
syrorca Buzexos (0,125% wmacasHbIil pacTBop XoJeKaabiude-
pona (D,); 1 mx comepakut 25 000 ME, 1 kanmaa — 500 ME) u
Butamuu D2 (0,125% wMaciaAaHBIA PacTBOD SProKambIudeposia;
1 ma comep:xut 50 000 ME, 1 xkamaa — 1000 ME).

OngHako B HACTOsAIEe BPeMs M3BECTHBI IPUYNHLI HAPYIIEHNU T
BCaChIBaHWsA MAacCJAHOTO pacTBopa Buramuua D,. B uactHOCTH,
HapyllleHHe BCAChIBAHMSA MACJSHOIO pacTBopa BUTaMuHa D, Mo-
JKeT OBITh 00YCJIOBJIEHO CUHAPOMOM HAPYIIIEHHOT'O BCACLIBAHUS B
TOHKOH KHINKe (IeJUaKusd, raCTPOMHTEeCTUHAIbHAA (hopMa IIH-
IeBOM aJLIePruiu, SKCCyNaTHBHAA SHTEPOIATHA U IP.), a TaKiKe
Ipu IMaHKpeaTuTe, KUCTOGUOPO3e TOMKe Ty I0OUHOM Kere3nl (My-
KOBUCITHI03), IN39MOpPUOreHe3e SHTEPOIIUTOB, XPOHNUYECKOM SH-
Teporoaure, 6omesnu Kpouna (H.A. KopoBuna u coast., 2000).

B cBsA3M ¢ pa3IMUHBIMY OrPAHUYEHUAMH 110 IIPUMEHEHUIO CIIAP-
TOBBIX M MAacCJIAHBIX PacTBOPOB BUTaMuHa D, BegyTca HOHCKH
KaK HOBBIX JIEKaPCTBeHHBIX (opM BuTaMuHA D,, TaKk ¥ HOBBIX
croco6oB ero npumenenus. Hegasuo ¢upmoit «Terpol» (ITosabima)
ObLna paspaboraHa BomopacTBopuMmas (opma BuramuHa D, (AK-
BaJeTpUM), KOTOPasd ABJSAETCA HanboJIee IPUEeMIeMON B IIeJuaT-
PHUUECKOIl IPaKTHUKe AJIA JIEUCHUS PAXUTa U ero NPOPUIaKTHKH.

IIpeumyecTBamMu BOZHOTrO pacTBopa Butamuua D, (AxBazer-
pum, ¢pupma «Terpol», IToapma) asasorca (H.A. Koposuna u
coasTt., 2001):

+ Jlyurree BcachIiBaHmne M3 IHUIIEBAPUTEJLHOr0 KaHaja (BOK-
HBEII pacTBOp BuTamuHa D, BcackiBaeTca B 5 pas ObICTpee, a KOH-
IeHTpaIusd B IIeUeHW B 7 pas BHIIIE);

« Ilpu BcacwiBanuu TpebOyeTcs MeHbIIlee HaIpsyKeHue (ep-
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MEHTHBIX CHCTE€M KHIINEUHHKA, OCOOEHHO y HEIOHOIIEHHBIX C
y4eTOM MX He3PEeJIOCTH;

+ Bojee mpomomkuTeIbHBIN a3h(EKT TPU MPUMEHEHUN BOITHO-
ro pacTBopa (coxpaHseTcs A0 3 Mec, a MacJasIHOTo — 10 4—6 Hexn);

+ Bojsiee BrICOKasA aKTUBHOCTbD;

- BricTpoe HacTymieHue KJaumHUYecKoro sdderra (depes 5—7
nHel mocyie HasHaveHus D, u yepes 10—14 gueit npu npueme D,);

« Ymo6cTBO 1 6e30IIaCHOCTD JIeKapPCTBEHHO (DOPMBEI.

AxBamerpuM (BOAHBIA pacTBOpP BHTaMuHa D,) BBIMyCKaercs
BO (p1arkoHax mo 10 MJI co crienuaabHOI IUIIeTKON 1 COTEPIKUT B
1 xame 500 ME.

C y4eTOM BBIPAKE€HHOCTH IIaTOJIOTMUECKOI'0 IPOIlecca, CTeme-
HU ero TAMKEeCTH U XapaKTepa TeueHUs BUTaMUH D-nedunuTHoro
paxwura ButamuH D, Hasmadaior mo 2500-5000 ME B cyTku B
reuenne 30-45 mgueii. ITocie focTHIKEeHUS TepaleBTUUYECKOTO 3(d)-
dexTa mepexomdaT Ha mpoduaakTuueckyoo mosy (400-500 ME B
CYTKH), KOTOPYIO peOeHOK IIOJydYaeT B TeueHue 3 JeT.

HeTsiM TIpyIIIbl PHUCKA MHOILA IIPOBOLAT IIPOTHUBOPEIUAUBHOE
neuenne. Hasnauator mpenaparsl Buramuaa D, mo 2000-5000 ME
B CYTKM Ha IpoTsiKeHuum 3-4 Hexm. IIpoTuBOpenmauBHBIE KYPChI
HA3HAYaIOT CIYCTA 3 MeC II0CJIe OCHOBHOI'O Kypca JIeUeHU .

JI.A. Beprec (1991) u Heird (2004) pekoMeHAYIOT HasHAUaTD
A JedeHus BUTaMUH D-medunurHOro paxura ButamuH D, B
mose 50-150 mxr (2000-6000 ME) uau 0,5-2 mxr 1,25-gurunpo-
XoJIeKanbIudeposia exxequeBHo. OHM CUMTAIOT, UTO €XKeIHEeBHOE
BBeZeHre BuTamuHa D B yKasaHHBIX 034X CIIOCOOCTBYET PEKOH-
BAJIECIIEHIINY, OIPEAe/IAeMO IPU PEHTIeHOJOTHUYECKOM KCCJIe-
IOBaHUU B TeueHue 2-4 Hel, 3a UCKJIIOUYEHNEM CJIyYaeB BUTAMUH
D-pesucrentTHoro paxuta. OJHaKO KaKuUX-JIn00 CBEJEHUH O IIpe-
MMYIEeCTBaX YKA3aHHOM Tepalnuy aBTOPHI He IPUBOIIT.

B BenukoOputanuu AJIS JIeUeHHS BUTAMUH D-me@UIIMTHOTO
paxwura BuTamMuH D, pekomenayrooT HasHauaTh B g03e 3000 ME
eKeJHeBHO MJIameHIaM g0 6-mecsuroro Bospacta u mo 6000 ME
e)KeJHEeBHO JeTAM craplie 6 mec B Teuenue oT 6 Hen g0 4 Mmec
(Shaw, Pal, 2002). IIpoBeneHHbBIe NCCIEIOBAHUS IOKA3AIN, UTO
yKasaHHbIEe 03Bl aJeKBATHBI M OOBIUHO K KOHILY JIEUEHHS BOC-
noaHsercd gehunut Butamuaa D, a TakiKe U3IeUNBaeTCA PAXUT
¥ HOPMAaJIM3YIOTCA OMOXMMUYECKHUEe MOKA3aTeJIN.

Heird (2004) pekomerayeT i JiedeHnA BUTaMuH D-geduiiur-
HOrO paxmTa HasHadaTh BUTamMuH D, omHOKpaTHO B mose 15000
MKr (600000 ME) 6Ge3 npoBefeHns JaJbHEHNINIEH Tepalnuu B Teue-
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He HeCKOJbKUX MecAleB. I1o ero MHEHIIO, 3TO MOKET ObITH BbI-
TOIHBIM, ITIOCKOJILKY BOCCTAHOBJIEHIE ITPOUCXOAUT OLICTPEE U BO3-
MOKHO B 0ojlee paHHME CPOKHU HpoBecTu AupdepeHITnaaIbHbBIN
nuarsos ¢ BuramMui D-pesucrenTuabiM paxutoMm. Heird (2004) cun-
TaeT, UTO €CJN BBOAUTE JOCTATOUHOE KOJMUYECTBO BuTaMuHa D, To
IpoliecC PeKOHBAJIECIIEHITNY HAUMHAETCA B TeUeHNe HEeCKOJIbKUX
JIHel 1 IporpeccupoBaHIe 3aMeIJIAeTCs, IIOKa HOpMAaJbHAasa CTPYK-
Typa Kocreii He BoccranoBurcsa. [Ipu satom JI.A. Beprec (1991)
mojiaraeT, UTO TAaKO# CIIOco0 JIeUueHUsI YMEHbBIITaeT BO3MOXKHOCTD
HeIpaBWJIbHOM JO3UPOBKU BUTaMUHA D poauTeiaMu, YTO BO3MOMK-
HO IIPU eXeJHEBHOM IJINTEJIbHOM BBEJEHHHN €T0.

ITo mamaeim H.II. HoBukoBa u coast. (1997), BbIcOKas Tepa-
neBTHYecKasi 3(P(PEeKTUBHOCTL BOAOPACTBOPUMOU (hOPMBI BHUTA-
vuHa D, ycTaHOBNIEHA DU JIEYEHUU BCEX AeTeid, GONbHBIX PaXh-
TOM, B cyTOuHOI f03e 0Ko0Ji0 5000 ME Ha ocHOBaHUUN KJIMHHUUYEC-
KHUX, OMOXMMHIYECKUX 1 PEHTTEHOJOTNUECKUX KPUTEPHEB OIIeHKHT
9((HeKTUBHOCTH.

Iosy BomopacTBopumoii ¢popmbl Buramuna D, 5000 ME B cyr-
KM MOKHO paccMaTpUBaTh KaK ONTUMAJILHYIO IJs JIEUeHUS OCT-
poii 1 mooCcTPOoM (hopM paxuTa co cpedHell CTeneHbI0 aKTUBHOC-
™1 paxurudeckoro mporecca (H.II. HoBukoB u coaBt., 1997).

Hasmauenmne BuramMmmHa D mpoTMBONOKA3aHO HNPH UAMOIIATH-
yeckoil Kaabnuypuu (6os1e3nb Bunbamca-BypHe), BHyTpuueperl-
HOI POJIOBOM TpaBMe, AAePHON »KeaTyXe, runodociarasmm, opra-
Huueckux mopakenmax ITHC ¢ cumnromamMu MuKporedaainm u
KpaHUOCTeH03a, MCIOJbL30BAHUN aJalTUPOBAHHBIX cMeceii, co-
Iep:kalux BUTaMUH D, MaJIbIX pasmMepax OOJIBIIIOTO POSHUYKA
(oTHOCUTEILHOE IPOTUBONOKAa3aHNe, HadHavaioT BuraMui D ¢ 3-
4 mec KU3HU).

IIpopunakTuka BuTaMuH D-n1edUIUTHOTO paxuTa IPOBOAUTCS
B aHTEHATAJbHOM IIEpHOe U ITPOAOJIKAETCA B IIOCTHATAJIHLHOM.
ITosToMy oHa mompasmesnsdeTcss HA aHTe- U IMIOCTHATAJILHYIO, KOTO-
pble IoaApas3aeadioTCa Ha HecllelM(pUUeCKYI0 U CIelln(prnUecKyIo.

Heob6xoaguMocTh aHTeHATATBLHON IPOPUIAKTUKI PAXUTA 00yC-
JIOBJIEHA TeM, UTO Y IJIOJA MMeeTCA BBICOKAs MOTPeOHOCTh B yC-
BoeHUU Kanabiiusa. Mexnay 27-it u 40-i1 HemeaaMu 6epeMeHHOCTH
IJIOJ eXeJHeBHO IoTpedaseT okoao 290 Mr KaJblud B CYTKH.
ITpu sTOoM BO Bpems OepeMeHHOCTH IIPOMCXOAUT amaiTaiiusa ¢oc-
(OpHO-KaJIbI[EeBOr0 MeTabon3Ma 6epeMeHHO K IOTPeOHOCTAM
IJIoga — ee o0Iasa KaJbIMeMUs YMEHbIIIaeTCsa MpuMepHo Ha 8%
IO CPaBHEHUIO C MCXOAHBIM coAepsKammeM. TpaHCIOPTHPOBKA
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KaJbIIA OT MaTepHU K ILIOAY OCYIIECTBJISETCA uepes ILIAIEeHTY
IIyTeM aKTHUBHOrO MexaHuaMa. KoHIleHTpamus o0IIero u MoHU-
3MPOBAHHOI0 KAJBIIKA B IIJIa3Me KPOBU y ILIOAA PaBHA KOHICH-
TPAIuU KaJbIUI Y MATEPH.

Oco0eHHO OBICTPO YBEJIMUMBAETCS IIOTPEOHOCTH ILJIOAA B KaJlb-
muu mocae 30-i1 Hemenu OepemeHHocTH. 1A ee obecHmeueHUs y
MaTepu B KOHIle 6epeMeHHOCTH IOBbIIaeTcsa KoumenTpanusa 11TT,
YTO II03BOJIAET MOOMIM30BATH PE3EPBBLI KAJBIUA B HAIIPaBJICHUN
mwioxa. Kpome Toro, B TeueH1e TPETLETO TPUMECTPa y OepeMeHHOM
HaOJ/II0aeTCs MIOBLIIIEHHBIN CHHTE3 KaJIbIIUTPHOJA, HO €ro Hemo-
CTaTOYHO, IIOCKOJIbKY IIPOBEIEHHbBIE MCCJIEIOBAHUSA BBIABJISIOT Je-
¢unur 25(0H)D, (konuenTpanua menee 20 HMOJIb/JI) B IIyIOBUH-
HoMt KpoBu v 71% 6Gepemennoii (Pawley, Bishop, 2004). ITosTomy
Heo0XO0a1MO JOIIOJIHUTEILHOE BBeJleHre BuTaMuHa D 6epeMeHHbBIM.

IIpu amTemaTambHOM MpoduIaKkTHKe 00JbIlee 3HAUEHNE, KaK
U IIPU JIeUeHUHU, IpuaaeTca Hecllelim(ph)uiuecKuM MeTogaMm. B am-
TEeHATAJbHOM IIePHUOJe HecHennu(PpUUeCKYy IPOPUIAKTUKY CJIe-
IyeT MPOBOAUTH BceM OepeMeHHBIM. OHA COCTOUT B COOJIIONEHUN
pexnuMma qJHA ¢ JOCTaTOUYHBIM Hpe6BIBaHI/IeM Ha CBEXEM BO3ayxe
B CBETJIOE BpeMs OHSA U IBUraTeJIbHOI aKTHBHOCTBIO, cOAJIaHCH-
POBaHHOM AHeTe, coaepsKalleil B OITUMAJbHEIX COOTHOIIIEHUIX
cosi Kaubiusa u ocdopa (2:1) u mocTaTouHOE KOJIHUUECTBO APY-
rHX MHKPO3JE€MEHTOB, BUTAMUHOB, IIOJHOIIEHHOTO OeJIKa U T.H.
Jlyuiite Bcero mOCTATOYHOE IOCTYILJIEHME KaJbIIHsA ObeclieurBa-
€TCAd MOJIOKOM M MOJIOUHBIMHM IIPOAYKTAMHM HJIN KaJbIIMME€BbBIMHN
I00aBKaMU AJISA JKEHINWH, He MEePEHOCAIINX MOJIOKA.

Kpome Toro, Hecmenupuueckas IPOPUIAKTHKA 3aKJIIOUAETC
TaK;Ke B IpeAyIPeKIeHNN 1 JieueHnun 3a0oJieBaHUIi, 0COOEHHO
IIPOTEKAIINMUX C allA030M, I'eCTO30M 1 HEBBLIHAIIIMBAHUA Oepe-
MEHHOCTH.

Croenupuueckas mpopuIakTHKa B aHTeHATAJILHOM IepHoje
IIPOBOAUTCS TOJBHKO B IBA IIOCIETHUX MeCAIAa 0€PeMEeHHOCTH, €CIN
OHI COBIIAJAIOT C OCEHHe-3MMHUM BpeMmeHeM roga. HawmbGosee
JKeJlaTeJIbHBI (DU3UOJIOTNYeCKre MeToabl. PeKoMeHyeTca o01ee
yabTpaduoseroBoe obayuernme — 10-15 ceamcos, maunmasa ¢ 1/4
01010351 U JOBOAA O0 2,5-3 610103, ¢ paccroauusa 100 cMm, exen-
HEBHO WJIN Yepes JeHb.

B amTeHaTasbHOM IIepHOjie CIEIU(PUUECKYIO IIPOPUIAKTUKY
BUTaMUH D-1e(UITUTHOTO paxnTa MOXXHO ITPOBOJUTH Ha3HAUEH-
eMm ButamuHa D GepeMeHHBIM, IIOCKOJIBKY OJUH N3 MeTaboJIUTOB
sutamuHa D 25-ruapokcusuramun D, (25(OH)D,) npoxogur de-
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pes ILIAIEHTY W ero KOHIEHTPAIUA V ILIOAA OOBLIYHO COCTABJISET
2/3 ypoBua B kpoBu Mmarepu (Pettifor, 2004). Kpome Toro, mepu-
on mosyxkusHu 25(OH)D, B CHIBOPOTKE KPOBH COCTABJIAET OKOJIO 3
Hel, 4YTO 00eCIIeunBaeT ero JOCTATOYHYI0 KOHIIEHTPAIIUIO B Teue-
HIe IIePBBLIX HeIeb JKU3HU HOBOPOMKIEHHOI'O OasKe IIPU OTCYT-
CTBUU IOCTYILTeHUA 9K30reHHOr0 BuTammua D (Pettifor, 2004).

HocraTouHasi KOHIIeHTpaluad BuTaMuHa D B CBIBOPOTKE KPO-
BU y OepeMeHHBLIX MOJKEeT OLITH obeclieueHa e)KeJHEeBHLIM IIPHU-
emoM ero B no3e 400 ME Bo Bpemsa Bcero mepuoga 6epeMeHHOCTH
nau HasHadeHueM 1000 ME sBuramuna D, B TeueHme TpeThero
TpuMecTpa 6epemennoctu (Shaw, Pal, 2002).

B yrBep:xgerHOM MUHHCTEPCTBOM 3PaBOOXPaHEeHUSA Y Kpau-
HEI IIPOTOKOJIE 110 PO UIaKTHKE PaXUTa YKA3bIBA€TCHA, UTO 3/10-
POBBLIM OepeMeHHBIM cJienyeT HasHauaTh BuTamMua D mo 500 ME
e:KeTHEeBHO B TeueHue 6-8 Hen, a 6epeMeHHBIM I'PYIIILI PUCKA —
mo 1000 ME/cyT, Haunnaa ¢ 28-if Hemenu 6epeMeHHOCTH, B Te-
yeHue 8 Hen (uHOrZa mo3y yBeamuuBaioT mo 2000 ME/cyT).

B mocaenmee BpeMs 4J1A SOCTHIKEHUA JydIieil s(p(heKTuBHOC-
TH 1 KOMILJIalieHca aHTeHaTaJbHYIO cIeu(puIecKyo Ipoduiak-
TUKY PEKOMEHAYIOT ITPOBOAUTH yAapHON mo30if BuTamMmHa D —
100000-200000 ME, nmpuHATON OJHOKPATHO B Hauajae 7-TO Me-
cama 6epemennoctu (Shaw, Pal, 2002).

HexoTopsle ucciaemoBaTein PEKOMEHAYIOT MCIIOJIb30BaTh IIpe-
mapaTel BUuTaMuHA D TOJBKO B I'PYMIIaX PUCKA — IPU HAJIUYAU Y
OepeMeHHOII 3a00/IeBAHUHA IOUYEK, MeUeHU, TUCPYHKIIUN SHIOK-
PUHHOII cUCTEeMBI, IPU3HAKOB HAPYIIEHUSI MATOYHO-IIJIAIleHTaP-
HOT'0 KPOBOOOPAIeHN, IPY HAJINUYNN KINHAYECKUX ITPU3HAKOB
HeJOoCTaTKa KaJabIiuda (CyZOpOru, mapecTesuu, 00Jb B KOCTAX U
Ip.), a TaKkKe, ecau 0epemeHHasa He crapire 30 ger. Crenudude-
CKYI0 HIPOPMIAKTHKY paxuTa BuTaMuHOM D He peKOMeHIyeTCs
mpoBoauTh OepeMeHHOM crapine 30 JieT, TaK KaK CYIIIECTBYET
OIIACHOCTDH M30BITOYHOI'O OTJIOMKEHNA KAJIbIIAA B IIJIAIlEHTe U Pas-
BUTHUSA TUIIOKCUU ILIOHA.

B nocTHaTansHOM mepmone Hecnemupuueckas IpopuaIakTIKa
BKJIIOUAET:

1) TIIaTeNbHBIN YXOM4 3a Ppe0eHKOM, COOIIoAeHNe PesKMa, J10-
CTATOUYHOe IIPe0bIBAHNE HA CBEKEeM BO3IyXe B CBETJIOE BPeMs JHS
¥ BO3IYIIHLIE BAHHBI JIETOM B TEHH IePeBbeB («KPYysKeBHAs II0-
JIYTEHB» );

2) erKeIHEeBHBIN Maccak ¥ THMHACTUKY C IJUTEILHOCTHIO KarK-
nmoit mpotenypsl 30-40 MuH;
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3) ucmoiab30BaHME IMUTPATHON cMecHu (JIMMOHHAA KIUCJIOTA —
2,1 r; TUMOHHOKMCIBIA HaTpuit — 3,5 T B 100 Mu1 BOAbI), KypcC
10-12 gueii, mo 1 uaiinoii JoKKe 3 pa3a B CYTKH C IIOBTOPEHUEM
yepes3 1-2 mec.

Crnenuduueckasa mpopuiaakTuKa BUTaMuH D-geduiuTHoro pa-
XUTa TPOBOIUTCA 3MOPOBLIM JETAM IIEPBOTO rofa *KM3HU, HAUU-
Hada ¢ 1-mecauHoro Bospacra. lIpm HaIMUYMM HOTMOJHUTEILHBIX
haKTOpPOB prUCKa TPOoGMIaKTUKY HAUMHAIOT ¢ 2-3-HeAeILHOTO BO3-
pacra. NckiarouaioTesa JeTHHe Mecsalbl. IIpoBoadaT aBa Kypca 00-
ayuenusa ¥ P-myuamu (oceubio u 3uMoit) mo 10-15 ceancos. Ilocie
KakJIoro Kypca yJabTpaduoJIeTOBOTO OOJyUeHUA IIpenapaThbl BU-
ramMuHa D He HasHaualOT Ha OPOTAKeHuu 2-2,5 mec.

K cosxanenuio, kak ormeuasaoch Hamu (B.I'. Matinanauk, 2005),
B IIPOTOKOJIE, YTBep:kAeHHOM M3 YKpauHbl, OTCYTCTBYIOT YKasa-
HUSA HA HCIIOJb30BaHNE COJTHEUHOTO M3JIyUeHUA AJIA IPoPuIaK-
TUKN BUTaMuH D-meduiiuTHOro paxmra. B jmrepatype mMeroTCs
000CHOBAHHBIE PEKOMEHIAIINHN O IPOIOJI:KUTEILHOCTH IpPeObhIBa-
HUS Ha CBEXKEM BO3[yxe, o0ecIIeunBaIoIeil JOCTaTOUHBIN CUHTE3
ButamMuHa D B Koxke. CoryiacHo sTUM PeKOMEHIAIIUAM, S9KCIIO3HU-
uud B Teuenre 10-15 MuH B SpKuii conHeuHbIH neub (mpu 15%
OTKPBITOII MOBEPXHOCTU TeJja, OOLIYHO JIMIIO U PYKHU, W IIOJyUe-
HUM 1 MUHUMAJIbHOU SPUTEMHON J03bI) 00eCIieYnBaeT CUHTE3 BU-
ramuua D, skBuBaseuTHbIN mpuemy 15 000 ME Burtammua D
(Working Group of the Australian and New Zealand Bone and
Mineral Society, 2005). Ha sToM 0CHOBaHMI CUHTAIOT, UTO pede-
HOK B 3aBHCUMOCTH OT BpeMEHU I'ofia U reorpadmuuyecKoil MupOTh
MIPOKUBAHUA JOJKEH MpeObIBaTh e:KeTHeBHO HA CBeXKeM BO3IyXe
ot 15 mo 30 muu (Pettifor, 2003; Ward, 2005).

Jia cnenupryuecKkoit mpo@uIakTUKU BUTaMuH D-neduuTHOTO
paxura y JeTedl PEKOMeHAyIT mpuMeHATh BuramuH D,. M.C.
MacioB (1960) pekomenmoBaa HasHauaTh BuTaMuH D ¢ mpodu-
JAKTUUECKOH IIeJbhI0 C 2-MecAYHOTro Bo3pacTa B gose 600-1000
ME/cyt. Ogaako B 1963 r. sxcrepThl AMepUKAHCKONM aKageMun
meIuaTpUy HIPUILIN K BBIBOAY, UYTO IJA IPOPUIAKTHUKHN BUTA-
MuH D-1e@UIIUTHOTO paXuTa JOCTATOYHO Ha3HAUATh IIpenapaThl
Butamuua D B nose 400 ME/cyT, HaunHas ¢ 2-HeAeJIbHOTO BO3-
pacra, MOCKOJBLKY nM03bI BuTamuua D mpesbimiatoniue 400 ME/
CyT He yBeanuuBaioT 3(h(PeKTUBHOCTh MPOpUIaKTUKYN 3a00jeBa-
Hua (AAP, 1963).

C Tex mop cuenuduUecKyo0 IpoPUIaKTUKY BuTaMuH D-nedu-
IIATHOTO PaxuTa C IOMOIIbI0 BUTaMuHaA D, IpOBOAAT MeTon0M
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«IPOOHBIX 103», HagHauada ero 1o 400 ME/cyT (10 MKr/cyT) exxen-
HEBHO B Te€UeHUE 2 JIeT, a Ha TPeTbEeM Iroay XH3HU — B 3MMHeEe
BpeMsi. ITa [03a IIOJIHOCTHIO BOCIIOJIHSAET CYTOUHYIO IIOTPEOHOCTh
pebeHKa 1 IIPUMEHsIeTCSA IMPAKTUYECK! BO BCEX CTPaHAaX MUpPA B
KadecTBe IPOoPUIaKTUUECKON O35l IIpu BUTaMUH D-gedunuraom
paxure. Bo ®paunuu nHasmauaiorT mo 1000-1200 ME/cyTku
BuraMuHa D, IIOCKOJIBKY B 9TOU CTPaHe OH He IT00aBJIAETCA B MO-
aounble ponyKTel (K. Kypmoren, 1996; K. Jlacdhapr, 1996).

B Ykpaune, corsacuo yrBep:KIeHHOT0 MUHUCTEPCTBOM 31pa-
BooxpaHeHUA nmpoTokosa (mpukas Ne9 or 10.01.2005 r.), c 1me-
JIBLIO IIOCTHATAJBHOU IPOoPMIaKTUKYN BuUTaMuH D-meduiimTHOTO
paxurTa 340POBbIM JOHOIIIEHHBIM OJE€TAM PEKOMEHAYIOT Ha3HAYaATh
exxeqHEBHO mpemapaThkl Butamuua D B mose 500 ME/cyr, mauu-
Has ¢ 2-MecAYHOrO BO3pacTa B TeueHue 3 JIeT 3a MCKJIIOUeHUeM
3-x jmeruux mecsanes (B.I'. Maiinanauk, 2005). Kpome Toro, mo-
mycKaeTcs HasHAauYaTh mpenapaTsl Buramuua D B goze 2000 ME/
CcyT exxenHeBHO B Teuenune 30 mHeii, B 3aTeM [0 3-JIeTHEro Bo3pa-
crta mo 2-3 Kypca B rozx (Ha 2-m, 6-m, 10-M Mec) ¢ mHTepBajIaMu
Me:xkay HuMHU B 3 Mec (KypcoBas mosa ma rom — 180 000 ME).
OpHaxo mocjaeHAS PeKOMeHIausa TpeOyeT YTOUHeH! A, TaK KaK
He IPUBOIATCA KaKue-JInO0 HAaHHBIE, IOATBeps;KAaionue ee 3¢-
(EeKTUBHOCTEL 1 0€30IIaCHOCTb.

JJia cnenupuryeckoi mpo@uiIakTUKU BUTaMuH D-neduiiuTHoro
paxmuTa cjenyeT IPUMeHATHh BOAHBIN pacTBop BuTamuHa D, (AK-
Bagerpum) miau 0,125% wMacJsaHBINA pacTBOP XoJieKaabliudeposa
(D,) (Bugexoua) mo 1 xamre 1 pas B nens (400-500 ME B cyTKwn)
niu BugeuH mo 1 gpake (500 ME) 1 pas B meHb B TeueHUe mep-
BOTO roja »KuU3HU pebeHKa. HemOHOIIEHHBIM IEeTAM, a TaKiKe
IeTAM C YCHJICHHOI IMUTMEHTAIleld KOJKM J03y IIperapara yBe-
auumBaioT 1o 800-1000 ME/cyT.

B mociennee BpeMs (paHIly3CKHE MCCJIEIOBATEIN PEKOMEH-
ayroor npuauMaTh ButaMuH D, mo 400 ME e:xenneBHO 10 3 Mec
JKHU3HU IIPU I'PYAHOM HJIN HCKYCCTBEHHOM BCKapMJIMBaHHHN, a
3aTeM IPUMEHSIOT «yaapuyio go3y» 200000 ME. 9ra mosa aBisa-
eTcd cpelHell KypPCcOBOM NPOPUIAKTHUECKON JO30HM M IO3BOJIAET
IO IePXUBATh KOHIEHTpanuo Kaabnuauona (25-OH-D,), mpe-
BOCXOZIAIYIO Heobxogumyio 15 ur/mi, B Treuenue 6 mec (K. Kyp-
moreH, 1996; K. Jlachapr, 1996). Ilo mHeHUIO0 PPaAHITY3CKUX
uccJefoBaTesieii, OelicTBHUe YAAPHOII M03bI obecleumMBaeTCsA Je-
IIOHMpPOBaHNEM BHUTaAMHNHA Ds JKHUPOBBIX W MBIIMIEYHBIX TKAHAX
(K. Kypnoren, 1996; K. Jlachapr, 1996).
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CnuproBoii pacTBop ButamuHa D, 1py nmpoduiakTHKe paxura
He IpuMeHseTcA. KaTeropruecku mpoTHBOIIOKA3aH0 OAJHOBPEMEH-
HOe IpuMeHeHUe ¥ P-jIyueil m mpenapaToB BuTaMuHa D uam co-
yeTaHME ABYX €ro IIperapaToB, IOCKOJLKY CYIIIECTBYET DPUCK
BO3HUKHOBEHUSA T'HUIepBUTaMuuo03a D.

T'unepBuTamuuo03 D — cocTosiHIEe, 00YCIOBJICHHOE TUIEPKAJIb-
nueMuel ¥ TOKCUYECKUMI M3MEHEHUAMHN B OpraHax M TKaHaX
BCJIEICTBHUE IIePeJOo3NPOBKU BUTAMuHA D miayu MHIUBULYAJIbHON
TOBBIIMIIEHHON UyBCTBUTEJLHOCTU K HEMY.

D-BuTaMuHHaA MHTOKCUKAIIUS Pa3BUBAETCS Uallle y JeTeli mep-
BOTO IOJYTOAUWSA JKU3HU IIPM MACCUBHOM IIpumeMe BUTaMuHA D B
TeueHre OTHOCUTEJIHHO KOPOTKOTro BpeMeHnu (2-10 Hexn) wiu mosas-
JseTcsA IIOUTH C CaMOTO Hadaja BBeJeHUs IIpemapara B 103aX,
O0u3KUX K usumosiornyeckuM. IIpu sToM oTMeUaroTcsa IpU3HAKU
KHINEeUYHOr0 TOKCHKO3a MM HelpoToKcukosa. CHUMKaeTcs arie-
TUT, BILJIOTH IO IIOJHON aHOpPEeKCHM, YacTo HabJiofaeTcs pBOTA,
OLICTPO IaJaeT Macca Teja, BOSHUKAEeT 00e3BOYKUBAaHUE, ITOSBJIA-
erca xkaxkaa (Koutkia et al., 2001). TemmepaTypa Tejia HEPEeIKO
TOSHUMAaEeTCA A0 BBICOKUX IU(dp. PeOeHOK CTaHOBUTCA BSJIBLIM,
COHJIMBBIM, MOXKET Ha KOPOTKOe BpeMs TepsaTh cos3uHaHue. OmgHO-
BpeMeHHO HAOJII0JaeTCsI MOBBIITIEHHAA Pas3apaKUTeIbHOCTD, MHOTIA
pasBUBAIOTCA IPUCTYHHI KJIOHUKO-TOHNUECKUX cymopor. Hapyrma-
eTcsl (PYHKIITMOHAJIBHOE COCTOSHIE BEreTaTHMBHOM HEPBHOM CUCTe-
MBI: IIOSABJSAETCS TaXUKAPAUA, OIpeaessieTcsa KPacHBIA IepMOT-
padusm. Kosxxka OgemHas, 4acTO C CEPOBATHIM HMJIH JKEJITOBATHIM
OTTEHKOM, JIMIIO OCYHYBIIleecs, moj riaasdamMu TeHu. Typrop TKa-
Heil, a MHOT/JIa 1 MBIIIEUHBIA TOHYC CHMKEHBI. ¥ psAga 00JbHBIX
TIOBBIIIAETCS apTepruaibHOE JaBJIeHe, OIPeAesAeTca TaXUKapaAns,
ocJiabJieHe CepeYHbIX TOHOB, CUCTOJIUYECKUN IITyM BIOJb JIEBO-
ro Kpas rpyamabl. O0HapysKMBaloTCsa rumepKaiabiimemMusa (2,99
MMOJIb/JI 1 00JIee), YeTKO KOPPEJIUPYIONIas CO CTeIIeHbIO TAMKECTH
runieppuramunosa D (Koutkia et al., 2001).

IleprogmnyecKky KOHTPOJUPYIOT COAEp:KaHNe KaJbIIUd B MOUe
rpu oMoIy Tpoosl CyIKoBMYA, KOTOPAs CIAYKUT AJIS KaueCTBeH-
HOT'O OIIpefe/ieHNs KaJbliusd B Moue pebeHKa. OHA IPOBOAUTCS
CJeIYIOINM Oo0pasoM: K 5 MJI YTPeHHel mMoun pebeHKa J00aBJIs-
oT 2,5 M peaktuBa CyakoBuua (1o 2,5 T 11aBesieBoil KUCJIOTHI 1
OKcaJlaTa aMMOHUSA, 5 I' JeAAHON YKCYCHOM KHCJOTHI, o 150 r
IUCTUJIIUPOBAHHOM BOoAbI). II0 BRIpaKeHHOCTH TOMYTHEHUS CY-
IAT O CTEeIleHW KaJabluitypuu. Bo3HUKHOBeHNE HACKIIIIEHHOTo Oe-
JIOTO TIOMYTHeHusA (+++ mam ++-++) CBUIETeIbCTBYET O THUIIEp-
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KaJbIIUyPUMN, YTO BO3MOJKHO IPHU IIePelO3WPOBKe BuUTaMmua D.
Cnabomoso:xkurenabHad (+) U moJoKUTEeIbHAA (++) peakIuu OT-
MEYAIOTCA IIPU HOPMAJIBHOM BBIEJI€EHNN KaJbIIUA C MOYOI.

B GosbmimacTBe ciiyyaeB mIpenapaThl BUTaMuHa D IpUMeHAIOT
JIUIIL IO 2 JeT, T.e. JO MOMEHTAa, Korga peOeHOK HauMHAaeT IIO-
Jy4aTh HOPMaJbHOE BO3AEHCTBUIO YILTPA(PUOIETOBOTO U COTHEY-
HOro 00JyueHUsA. B HEKOTOPHIX CaydasX IIPOJIEeBAIOT UX IIpUeM
3UMOM [0 5 JIeT, aMepUKAaHIILI U CKAHIMHABLI IPUMEHAIOT UX O
KOHIIA IIOAPOCTKOBOTO BoapacTa. Iis pebGerka mo 5 JeT KeJa-
TeJbHO IIpeJNMncaHre OJHOKPATHO! yaapHOI n03bl BuTamMmua D
200 000 ME B Hauaje 3MMBbI, a ecJU PeOEHOK MAJIO HAXOAUTCS
Ha COJIHITe UJIM eTro KOXKa CUJILHO ITUTMEeHTUPOBaHA, TO 3Ty J03Y
yBeanuusaioT g0 400 000 ME.

IIporuBomOKa3aHUAME K HasHaueHHIo BuTamMuHa D ¢ mpodu-
JAKTUYECKOM MJIN JIeUeOHOI IeJIbI0 ABJIAIOTCA: TUIIOKCUA 1 BHYT-
puuepenHas pomoBad TpaBMa, AlepHAas JKeJITyxa U MaJible pas-
Mephl OOJIBIIIOTO POSHUUKA. Y UUTHIBAETCS TaKiKe U XapaxKTep
BCKapMJIMBaHUA: IIPH NCIIOJIb3OBaAHUN agalITUPOBAHHBIX CMecefI,
comep:kamux BuTamMuH D, mpemapaThl ero Has3HaualOT C OCTO-
POKHOCTBIO.

IIpopunakTura BuramMmuH D-zeduUIIMTHOTO paxuTa IIpemapa-
TaMu BUTamMuHa D OymeT ycIemHoO#d TOJLKO B caydae obeciiede-
HUS TOTpedHOCTH pebeHKa B KAJbIINMN, TOCKOJbKY IIOTPEOHOCTD
aHaboJIM3Ma CKeJieTa B IIpoIlecce pocTa pebeHKa TpedyeT moTpeod-
aeuuda Kaabiiua oT 100 go 200 Mr/cyT B TeueHHe IIEPBOTO Tofa
KusHU. HemaBHo sxcmepraMu AMepUKaHCKON aKageMUM IIeIu-
aTpuu IIepeCMOTPEeHbI PEKOMEHIAAIIVM 110 OIITUMAJIbPHOMY Ha3Ha-
YeHUIO KAJILIIUA JEeTAM Pa3HOro Bo3pacTa. PeKoOMeHIyeMbIN exKe]-
HEBHBIN IpUEM KaJbIlus cocTaBideT oT 210 Mr/cyT ¢ pokIeHus
1o 6 mec o 1300 mr/cyt ¢ 9 no 18 jger (Tabm.11).

Tabnnuya 11

CyTo4Has NOTPeGHOCTb B KanbLUM AeTei pa3Horo Bo3pacra
(Greer et al., 2006)

CyTo4yHasa noTpebHOCTb B KanbLn
Bospact

Mmr MMO/b
OT poxaeHus oo 6 mecsaues 210 5,3
7 — 12 mecsiueB 270 6,8
1-3ropa 500 12,5
4 -8 net 800 20,0
9-18 net 1300 32,5
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I'1aBHBIM MCTOYHMKOM KAJILIIUA AJIA AeTeil U IOLPOCTKOB ABJIA-
FOTCSI MOJIOUHBIE IPOAYKTHI. JIJIsi MOKPBITHUSA €XKeIHEeBHOM IMoTpeod-
HOCTH B KaJbIVI1 PEKOMEHAyeTCA INPUMHMUMAaATh OJWNH MOJIOYHBIN
IIPOAYKT BO BpeMsdA Ka)XIOro IpHeMa IHuIK. B KauecTse mmpumepa
MOJKHO IIPHMBECTH TaKoe comocTaBiaeHme: 150 Mr KaabIidsg — 3TO
125 v mosoka = 1 6anouka oryprta = 100 r TBopora = 30 r ceIpa.

B mociaenHee BpeMs MOSBMJIOCH MHOT'O IYOJMKAIUII, B KOTO-
PBIX BBICKA3bIBAIOTCA Pa3HbIe MHEHHUA O HpO(l)I/I.HaICTI/IRe BUTAMMWH
D-pedunurHoro paxmura mpenapatamMu ButammHa D. B uyactHO-
CTH, KaK y)Ke OTMeUajioCh, HAYYHO OOOCHOBAHHAS JKCIEPTAMU
AMepuKaHCKOII aKaJeMUM IIeAHNaTPOB HpPoPUIaKTUUeCKasd 034
ButamMuHa D s gereil pamuero Bospacta cocrasiasger 400 ME
(unu 10 MKT) B CyTKH, TaK KaK 6oJiee BLICOKAs J03a He yCBauWBa-
ercsa (American Academy of Pediatrics, 1998). Bmecte ¢ Tem
Hanuonansuas akagemus Hayk (HAH) CIIIA npeniosxmia B Ka-
yecTBe IPoPUIaKTHUECKON 03y BUTaMuHAa D IJ1d 3J0POBLIX MJIa-
meHies, geteii u mogpocTkoB 200 ME B cyrku (Institute of
Medicine, 1997). 9to 6bLTO CBsI3aHO C TeM, uTo B 1977 r. B ogHOI
u3 jabopatopuii B Kemopumxe (AHIINS) B *KeHCKOM MOJIOKe ObLIa
OTKpPBITA HOBas BomopacTBopuMas popma Burtamuaa D (Lakdawala,
Widdowson, 1977). ABTOpBI IpOAHATN3NPOBAIN PAHee IIPOBEIeH-
HbIE MCCJIeOBAHMUSA IO OIIPeJeIeHNI0 KOHIIeHTpauy BuTaMmuaa D
B YKEHCKOM MOJIOKE 1 IIPUIILINA K BEIBOAY, YTO HJIA 9TOT'0 MCIIOJIb-
30BaJIX TOJIBKO JIMMUAHYIO (PPAKIHIO KEHCKOTO MOJIOKA, TOTra
Kak ero BOAHYIO YacTb oTOpacwiBajau. IlosToMy, KOraa aBTOPBI
IMOJBEPTHJIN AHAJIU3Y BOJHYIO (PPAKIINI0 KEHCKOr0 MOJIOKA, TO
OKas3aJIoCh, YTO KOHIIEHTPAIUA cyJb(ara BuTamMuuaa D B BOLHON
dpaKIuy KEHCKOro MOJIOKa, COOPAHHOTO B Pa3JIMUYHBLIE CPOKU
Kopmienus rpyabio cocrasiaser 400-950 ME/nx (Lakdawala,
Widdowson, 1977).

OHAKO B HOCIEAYIOIUX MCCACTOBAHUAX, B KOTOPBIX IPUMEH-
Jach 0oJiee COBEpPIIIEeHHAS TEXHOJOTHA, B JKEHCKOM MOJIOKEe He 00-
HAPYJKUJIN WM HAILLIK HeMHOro cyJbdara Butamuua D (Hollis et
al., 1981; Reeve et al., 1982a), uro TaKkuM 06pPaA30OM pPaCCEUBAJIO
Mu(d 0 3HAUEHUU BOAOPACTBOPUMOM (hopMblI BuTaMuHa D B JKeHC-
KoM moutoke (Greer et al., 1982). Bosee Toro, obHapyXeHHAas OGHO-
JIOTMYECKas aKTUBHOCTD CyJjbdara Burtamuua D obecreunBaia <5%
aKTUBHOCTH BUTaMuHa D,, HeoOXOAMMO JJIA MOOMIN3AIINN KaJIb-
muA B KocTy U <1% aKTUBHOCTH, IOIEP;KUBAOIIEH KaIbINpu-
KaIlii0 KOCTH WJIN CTUMYJIUPYIOIIEH a0COpOITHNIO0 KaJbIA B KI-
meunuke (Reeve et al., 1982b; Nagubandi et al., 1981).
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HenmasHo sKciiepThl AMEPUKAHCKOI aKaIeMuy IIeJuaTPUH IIO/I-
TBepAUJIN 000CHOBAHHOCTH U aJIeKBATHOCTh pekomenganuit HAH
CIITA B xKauecTBe mpoduiIakTHUecKou mos3bl Burammua D 200
ME B cyTKku njsa mpenyupe:xkIeHHs paxmuTa WM ero aedumura
(Gartner et al., 2003). Ogmako sKcmepThl AMEPHUKAHCKOI aKa-
IeMUHU IIeJUaTPOB PEKOMEHIYIOT IPUMEHATH IIPOMUIAKTUIECKYIO
no3y Buramumaa D 200 ME B cyTKu B CJeAYIONIUX CAyUYAAX
(Gartner et al., 2003):

- MirageniiaM, BCKApPMJIMBAEMBIM JKEHCKHM MOJIOKOM U IOJIYYar0-
M Mexee 500 MJI MOJIOKa MIM 00OTAIlleHHOM BuTaMuuoM D cMects;

- MitageHmnamM, BCKapMJ/IMBAeMBbIM MCKYCCTBEHHO M IIOJIYYalO-
muM MeHee 500 Mur oboraireHHOM BuTaMuuEOoM D cmecw;

- IleTssM ¥ IIOOPOCTKAM, KOTOPEIE HE IMOJYYAIOT PEeryJIspHOe
BO3eliCTBME COJTHEUHOTO M3JyUeHH’s, moayuaroiuM meHee 500
MJI O0OrallleHHOr0 BUTAMHUHOM D MOJIOKA MM HE IMOJYYaIOI[MM
MYJIbTUBUTAMUHBI, comep:Kainue menee 200 ME Buramuna D.

B Beaukobpuranuy MUHHCTEPCTBO 34PABOOXPAHEHUS PEKO-
MeuayeT HaszHauaTh BuTaMuH D mo 400 ME/cyT 6epeMeHHBIM U1
JKeHINMUHAM B mepuoj JaxTtanuu, mo 340 ME/cyr — miaameHiiam
Io 6-mecaumoro Bo3pacta u mo 280 ME/cyt — meram mo 4 ser
(Allgrove, 2004). IIpu 5TOM OTCYTCTBYIOT PEKOMEHIAIIMH IIO
HasHaUYeHUIo BUTaMuHA D meTsAM cTapiiero Bo3pacTa.

Ham mpexacraBasieTcs IesiecooOpasHbIM OOpPATHUTL BHUMAHIIE
Ha TO, UTO B HeKOTOpPLIX cTpamax (Kamama, ABcrpanus, HoBas
3eaHINA) SKCIEePTHI CYNTAIOT HEOOXOIMMBIM YBEJINUYNBATE IIPO-
dunaxtTuueckyio mo3y suramuua D go 800 ME B cyTKu B X0JI0-
HBII mepuon roga (¢ okTsa0psa mo ampenb) (Canadian Pediatric
Society, 2002; Working Group of the Australian and New
Zealand Bone and Mineral Society, 2005). 9tu mamHble 3aciay-
JKMBAIOT BHUMAHUSA U B Y KpauHe, YVUNUTHIBAs OIPEAeIEHHYIO CTe-
II€Hb CXOKEeCTH KJIMMATUYECKUX YCJIOBHIMA.

Kak usBecTHO, B IIaToreHe3e PasBUTHUS PAXUTa BayKHOE 3HA-
YyeHNe UMEIOT U APYyTrue BUTAMUHBI, YTO YCJIOMKHAET ero Ipodu-
JAKTUKY. Pe3yabTaThl IONYJIANMUNOHHBIX MCCJIEJOBAHUM, IPOBE-
neaHbpiXx MHcTuTyTOM nutanusd PAMH, cBumeTelILCTBYIOT O He-
IOCTATOYHOM o0ecIIeueHHOCTH M Bce OOJIbINle HapacTalollleM
nedunure ButamMmuuoB (A, rpynnsl B, C, E), a rakixe MuKpoaJe-
MeHTOB (3KeJyie30, ITUHK, H0I) V 3HAaUNTEeILHON YacT! HaceJIeHUsd.
Tax, mepunutr BuTaMuHOB rpynnsl B onpeneaserca y 30-40%,
B-kaporuma — Gosiee uem y 40%, a Buramuua C — y 70-90%
o6ciemoBanHbIX (B.B. Coupuues, 1990).
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IIpuBemeHHble JaHHBIE, HA HAIl B3TJIAMN, ABJISIOTCA JTOBOJBHO
yOequTeIbHBIMY ¥ OSHO3HAYHO YKAa3bIBAIOT, UTO V AeTei, 60JIb-
HBIX PAaXUTOM, UMEeT MECTO HMOJUTHUIIoOBUTaMuHO03. Ha sToMm oc-
HOBAHUU MOXKHO CUNTATD, YTO IJIA IPOPUIaKTUKY 3a60IeBaHUA
Heo0XOJMMO HCIIOJIb30BATh He TOJbKO BUTAMUH D n KajabIuii, a
U Ipyrue BUTAMUHEI.

C ydyeToM BBIIIIECKA3aHHOTO, MEPCIEKTUBHLIM SABJISIETCS WC-
OJIb3OBAHUA C IeJIbIO TPOUITaKTUKY paxuTa mpemnapara [[KyH-
riu Bs6u, KOTOPBIN CONEPIKUT CIENMNaJIbHBLIN KOMILJIEKC BHUTA-
MUHOB IJIS TeTell oT pokAeHusa a0 1 roma *Ku3HU.

Ioxynaran Babu— aT0 BOAHBINA pacTBOp BHUTaMuHOB A, C, D,.
Hoxazamo, uTo BOAHBIE PACTBOPLI B 5 pa3 OLICTpee BCaChIBAIOTCS
W3 THUIeBaApUTEJLHOTO Kamaja W 3(@PeKT pasBuBaeTca 0Oojee
OLICTPO II0 CPABHEHUIO C MACJHAHBIMU PACTBOpaMHu M TabJeTKa-
MU, 1 K TOMY Ke UX Jerde J03UPOBaTh.

Buramuu C, KoTOpii BXOAUT B COCTaB IIperapara, IpuHIMAaeT aK-
THUBHOE yUacTHe B PEryJIMPOBAHUU OKWCINTEILHO-BOCCTAHOBUTEIb-
HBIX ITPOITECCOB, CO37IaBas BMECTE C HErMAPOACKOPOMHOBOM KUCJIIO-
TOM CHCTEMY IIepeHOoca aTOMOB Bofopoa. BeyiencTBue sToro akTUBU-
pyioTca (pepMEeHTBI, KOTOPLIE COMep:KaT CYJIb(PIrUAPUJIbHBIE U
IUCYIB(OPUTUAPUILHBIE TPYIIIEI, YTO OKA3bIBAET OOIECTUMY. IUPYIO-
111ee BINAHIE HA opraHuaM. CyIiecTBeHHO TO, UTO BUTAMuH C IIOBBI-
IIaeT afalTallOHHbIE CBOMICTBA OPraHN3Ma, €r0 COIIPOTUBIIAEMOCTD
K MHQEKIH, YTO 00YCJIOBJIEHO CIIOCOOHOCTHIO ACKOPOMHOBOI KIIC-
JOTHI aKTUBUPOBATH CUHTE3 WHTep(depoHa, yCHMInBaTh (Daromnmros,
IIPOITeCChl MUT'PAITUY ¥ XEeMOTaKCHca ITOJIUMOPMHOIIEPHBIX JEHKO-
muToB. Kpome Toro, Butamua C yBeJIMUMBAET AETOKCHUKAIMOHHYIO
(GYHKITUIO IEUeHH, YCKOPSAET MHAKTHUBAIINIO PA3HLIX TOKCUHOB, CTH-
MYJUPYET CUHTE3 OEJIKOB, B YACTHOCTH MMMYHOIJIOOYJIMHOB (B OCO-
6enmoctu IgA, IgG), KostareHa 1 IIOTOMY VKPEILISAET IIPOIeCChl pe-
reHeparuy, HOpMaJu3yeT IIPOHUIIAEMOCTh KanuiIsapoB. JlanHbie pe-
3yJbTAThI CBSA3BIBAIOT CO CIIOCOOHOCTBHIO ackKopdbaTa OJIOKHMPOBATH
CBOOOTHOPAIUKATIBHOE OKMCIEHUE.

Buramuu A BIuseT Ha CTONKOCTb UM IPOHUIIAEMOCTh KJIETOU-
HBIX MeMOpaH. OH akTUBUpPYyeT (hepMeHThl TKAHEBOT'O NLIXAHUS
M OKHUCJAUTEJBHOTO (HochOpPUINPOBAHNUA, IPUHUMAET yUacTHUe B
cuuTe3e KoQ MeMOpaHHBIX INTHKOIIPOTEMHOB U ITUKOJIUIINAOB, a
Tak:ke KOPTHUKOCTepouaoB. Kak m3BecTHO, BUTAMUH A peryJiu-
pyeT HOpPMaJIbHBIM pocT U AudPepeHIInpoBanre KJIETOK pPa3BU-
BaIOIIeTrocs opranusMa (sMOpPMoOHa, MOJOJOTO OpPraHu3Ma), Jeje-
HuA 1 AudPepeHInPOBaHNA ObICTPOIIPOIN(EPYIONINX TKaHEeH —
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XpAIa ¥ KOCTHON TKaHW, CIIEPMATOTEHHOTO SIUTEJUS M ILjia-
IEeHThI, STUTEeJINA KOXKHU 1 CJAUBUCTLIX 000JI0UeK, a TaKkKe (oTo-
XUMHUYECKUNA aKT 3PeHUd.

IIpumensatorca :xyuram Baou y DOHOIIIEHHBIX U HEeJTOHOIIIEH-
HBIX JeTeil B Bo3pacTe A0 1 rojga c Iejbio IPOPMIAKTUKUI U Je-
YeHUA PAXUTAa, a TaKiKe APYTUX TUIIO- ¥ aBUTAMUHO30B.

xyuariau Bsou, npoumssBoacTBa Sagmel, Inc.(CIIIA), B 1 M
BogHOTO pactBopa comep:xkutrca 900 ME suramuua A, 30 mr Bu-
ramuHa C, 400 ME suramuna D,. IIpenapaT He COIEPKUT CIIUP-
Ta (He yrHeTaeT AbIXaTeJbHBIN IIEHTP) U KpacuTejieii, UTo cyIie-
CTBEHHO CHIKAeT PUCK PA3BUTHUSA aJLJIEPTUUECKUX PeaKITUii.

Ocob6ennoctpio okyHram Babu saBasgeTca TO, UTO Ipermapar
Iosupyercsas B MmuamauTpax (mosa 1 mua = 1 mMepHo#l muierke,
KOTopasi IIOCTaBJIsIeTCS BMecTe ¢ (pJlakoOHOM), a He KaIlllIaX, KakK
OOJIBIIMHCTBO JPYTUX PACTBOPOB BUTaMuHA D 9TO mesaer mpak-
THYEeCKU HeBO3MOJKHBLIM II€PeJO3MPOBKY Ipemnapara u obecreun-
BaeT 0e30IaCHOCTh MCHOJIHL30BAHUA.

Y no06cTBO pacTBOpa COCTOUT B €I0 MCHOJIh30BaHIM Bcero 1 pas B
cyrku 1mo 1 i (mo 1 MepHOIi MUTIETKEe), BO BPEMs MU IIOCJE €IbI.
IIpemapaT MOKHO CMeITUBATEL C TMHUINEH MU TaBaTh U3 JOMKKHU.

Hamu nmposenena oreHKa DpopmIaKTHUIECKOU 3(P(PeKTuBHOC-
TH BOJOPAcCTBOPUMOM (hopMBI BuTaMuHOB JI;KyHTJIM Babu oTHO-
cuteabHO BUTaMuH D-gmeduimimrHoro paxmra y gereit. Ilox ma-
OsromeHNeM Haxoaujaoch 68 mereit mepBoro roxa KusHU (36 us
HUX COCTABUJIM TPYIITy HAOJIOAeHUA, 32 — IPYINY CPAaBHEHU).
O6Ge rpynmosl OBLIN CTATHUCTUYECKU OSHOPOAHBI IO BO3PACTHLIM U
TOJIOBLIM KPUTEPUAM U COMATHYECKUM COCTOSIHUEM. Bce metu
HaXOOUJINCh HAa €eCTeCTBEHHOM BCcKapMJamBaHuu. CpaBHUTeILHAS
XapaKTepucTuKa JeTeil 00enx I'pyIIl IpuBegeHa B Tadia. 12.

Tabnnua 12

CpaBHuUTeNnbHasa XxapakTepucTuka rpynn HabniogeHus

MokasaTenb Fpynna pynna P
HabnoaeHus CcpaBHEHUs
KonunuecTBo oeten 36 (100%) 32 (100%)
KonnyecTBO Manb4nkos 14 (38,9%) 12 (37,5%) >0,5
KonunyecTBO AeBo4ek 22 (61,1%) 20 (62,5%) >0,5
CpepnHunii Bo3pacT (Mec) 1,1£0,3 1,1£0,2 >0,5
| rpynna 340poBbs 29 (80,5%) 26 (81,25%) >0,5
Il rpynna 3a0poBbs
(nepuHatanbHas aHuedanonaTns) 7 (19,5%) 6 (18,75%) >0,5
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Y nmereit 0b6emx TPYIIl IPOBOAUIN HecCHeMU(PUUHYIO IIpodu-
JAKTUKY paxura (ageKBaTHBII YXOH, HPOryJKM Ha CBEyKeM BO3-
Iyxe, mMaccask). /leTAM rpynnbl HAOJMIOAEHUSA IOTOJHUTEIHHO
HasHavYaJIN CHEU(PUUIECKYIO IPOPUIAKTUKY PAXUTA, HAUNHAL C
1-mecauHoro Bospacra, y 1 pebenxa — ¢ 1,5-mecauHoro Bospac-
ra. C menbio mMpodUIAKTUKY OPUMEHAAU npemnapatr [»KyHrm
Bs6u B mose 1 mu 1 pas B CyTKU Ha OPOTAKEHUU 4 MecsIleB.

Ornenky s peKTUBHOCTH MCIIOJb30BaHUS mpemnapara J[»KyHT-
au Bs6u mpoBoguan uepes 4 MecsAIllsd ero MCIOJL30BaHUSA, IIPHU
9TOM YUYHTBIBAJIM KAaK KaueCTBEHHBIE, TAK U KOJUYECTBEHHBIE
XapaKTePUCTUKH (BLIPAKEHHOCTh CUMIITOMOB OIl€HMBAJIX B 0aJI-
adax or 0 («orcyrcTByMOmIHNii») K 3 («MaKCHUMAaJbLHO BBIPasKeH-
HBII» ), TTOJCUNTHIBAIMN 00IIlee KOJMUYECTBO OAJJIOB ITPOSBIEHUI
paxmuTa y JeTeil, OeHuBaJIu (PU3nUecKoe U IICUXOMOTOPHOE pas-
BUTHUE, TPOPE3LIBaAHNE 3y00B.

OTMeueHO, UTO BO BCeX JeTel IPynnbl HAOIIONeHUs Ipemapar
Ixxyurau Babu nmepenocusicsa xopoiro. [InHaMuKka IMOABJICHUA U
MCUYE3HOBEHUSA IIPOABJEHUI paxura MexIy I'pPYIIIaMu OTJIUYa-
Jaachk (taba. 13).

Tabnnuya 13

CpaBHuUTeNbHasa XapakTepuCcTUKa NPosIBNIeHUi paxuTa y aeTteii o6eux rpynn
yepes 4 mecsua HabnoageHus

Mpynna Mpynna
MposiBneHns paxuta HabnoaeHns KOHTpONSA P
(n=36) (n=32)
MoTtnneocTtb 6 (16,67%) 11 (34,37%) <0,05
BecnokoncTeo 4(11,11%) 9(28,12%) <0,05
O6nbiceHue 3aTbika 1(2,78%) 5(15,62%) <0,05
YnnouieHue 3aTblnka 0 3(9,37%) <0,05
Paxutnyeckume «4eTkm» 0 0
«"apncoHoBa» 6oposna 0 0
YnnoweHne rpyaHon KneTkm 0 0
3apepxka npopesbiBaHns 3y6oB 1(2,78%) 6 (18,75%) <0,05
3agepxka NCUXOMOTOPHOIO Pa3BUTUS 0 4 (12,5%) <0,05

B pesysnbTraTe ueThIpeXMeCAUYHON TPOPUIAKTUKYI PpaxXuUTa HU B
OJHOM M3 TPYHII HE OTMEUYEHO M3MEHEHUII CO CTOPOHBI KOcCTeil
TPYAHOM KJIEeTKU («TaprCOHOBOM» OOPO3ALI, PAXUTUUYECKUX «Ue-
TOK» ¥, YILIOIEHUs rpyauoi Kiaerku). Toabko y 1 pebenka us
TPYIIILI HAGJIOOeHUA U Y 5 — 13 TPYNILI CPAaBHEHUA BBLISABJIIEHO
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He3HAUMUTEJbHOEe OOJIbICeHIe 3aThLIKA. Tak:ke He3HAUMTEJIbHOe
VILIOIIIEHNE 3aThLIKA OBbLIO y 3 merell IPYINbl CPABHEHUS U He
HaO0JIr07a/I0Ch B OCHOBHOM rpymnme. IloTauBocTs ObLIAa OTMeUeHA
y 6 mereit m3 rpynnsl HabmoneHus n 'y 11 — u3 rpynmnsl cpaBHe-
HusA. BecmokoiicTBo HabJOmamoch y 4 meTeil OCHOBHONM u y 9
mereil rpynmsl cpaBHeHusa. CTaTHCTUUECKH SOCTOBEPHOE PAasJIu-
ype MeXKAY YaCTOTOIl BO3HMKHOBEHHUSA STUX HPOABIEHUN B 00-
CJIEIOBAHHBIX TPYIIIaX MOYKET CBUIETEJIbCTBOBATH O IPOPUIAK-
THYEeCKOU 3(Pp(PeKTUBHOCTH HMCCJEeIyeMOro Ipeiapara.

IIpu cpaBHeHUM OaJILHON OIEHKM IPOSBICHHUI PaXUTa MEXKIY
rpymamnamMu o0CeI0BaHusI, OKA3a/I0Ch, UTO IIOCE YEThIPEXMECIUHOTO
Kypca mpodrIakTuky mpemnapatoM [xyHrim Babu 6anabHas oreHKa
o6nuta HmKe (B cpemume X+=SD 2,87+0,83 6a1m0B), CPAaBHUTEIHHO C
OITeHKOIi JeTell rpynnbl cpaBHeHms (3,83+1,47 6aswtoB). Jlanmas TeH-
JEHIMsT JOIOJHUTEIFHO YKAas3hIBaeT Ha 3(p(eKTHUBHOCTL U IIEPCIIEK-
THUBHOCTD CHEITN(MIIECKO IPOPMIaKTUKY paxuTa y aerei (puc.10).

6,0 r T

55 .

5,0 .

4,5 ]

4,0 ]

Values

3,5 .

3,0 .

2,5 ]

2,0 .

1,5

rpynna 30poBbs

Pnc.10. CTeneHb BbIpaXXEHHOCTU NPOSIBAEHNIA paxuTa 'y AeTel B rpynne HabnoaeHus (1) n
B rpynne cpaBHeHus (2)

IIpu mepBuuzoMm (B Bodpacte 1-1,5 mecsIia) u Ipu MOBTOPHOM
obciemoBaHuM (B Bo3pacTe 5-6 mecsIieB), (pusmueckoe U ICUXO-
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MOTOPHOE PAa3BUTHE Yy BCEX JeTell OBLLIO YAOBJIETBOPUTEILM
(Tabi.14).

Bce metu B 1,5-2 mMecsna craau I'yJInTb, B 3-4 Mecsdlla Oep-
JKaThb TOJIOBY, B D-7 MecsAlleB JiemeTaTh, B 4-5 MecsAIeB mepeBopa-
YMBATHCSA CO COMHLI Ha JKUBOT, B 6-8 MecsAIeB cuaeTh. 3aJeprKKa
IIpope3bIBaHUs 3y00B Oblya y 6 meTeil rpynmnbl cpaBHEHUA U y 1
pebeHKa rpynnsl HabageHnA. Takike B I'pyIIlle CPaBHEHUSA V 3
IeTeil OLLIM OTMEUEeHBI CUMIITOMBI HapyIIeHus (pU3UIeCKOTo U
IICHXOMOTOPHOI'O Pa3BUTHUA B OTJIMYMIE OT I'DYIIIIBI Ha6JIIO,Z[eHI/I$I.

Tabnnua 14
OCHOBHbIe NoOKa3aTenu NCUMXOMOTOPHOro pa3BuUTUS aeten
[pynna Fpynna
nDOﬂBJ'IeHI/IFI paxuTa HaﬁﬂlO,ELeHl/lﬂ CpaBHeHudA P
(n=36) (n=32)
Bo3pacT aepxxaHusi rofoBbl, Mec. 3,5+0,44 3,7+0,62 >0,5
BogspacT, B KOTOPOM AETK HavYanun
rynuTb, Mec. 1,96+0,57 1,98+0,84 >0,5
BospacT, B KOTOPOM AeTn Havanu
neneTartb, MecC. 5,87+0,67 6,04+0,82 >0,5
BospacT, B KOTOPOM AeTN Havanu
nepeBopaYMBaTbCs CO CMMHbI Ha
XWBOT, MEC. 4,67+0,48 4,88%0,72 >0,5
BospacT, B KOTOPOM AeTn Havanu
CuUaeTb, MecC. 6,54+0,96 6,78+0,88 >0,5
MpopesbiBaHUsA NepBbIX 3y60B B 6-
MECSIYHOM BO3pacTe, MeC. 35 (97,2%) 26 (81,25%) >0,5

Takum obGpasoM, MCIOJb30BaHme mpemapaTta [:xyuriau Beou
I TPOoPUIaKTUKYN paxuTa y AeTeil 1 rpynmnsl 340POBbsI, KOTO-
pble HaXomsATCS HA eCTeCTBEeHHOM BCKAPMJIMBAHUU, YMEHBIIIAET
YacTOTY U BBIPAYKEHHOCTHb MPOABJIEHUH paxmuTa, a TaK)Ke yJIyd-
IIaeT moKasaTesin (PU3UYECKOro M IMCUXOMOTOPHOTO Pa3BUTHUA.

IddexTuBHOCTL penapara [KyHrau Bs06u B miame mpodu-
JaKTHUKM Pa3BUTUSA PAXUTUUYECKOIr0 IIOPAKEeHNA KOCTe y merei,
BO3MOKHO O0BACHAETCA KOMILIEKCHBIM BJIUAHUEM HE TOJBKO
putamuua D, a u suramMuaoB A u C, uTo obecrieurBaeT JyuIiiee
COCTOAHME OKMUCJUTEJIbHOTO TOMeocTasda M OoOMeHa BeIlecTB B
oprammsMe I'PYAHOTO pebeHKa, yJaydIlllaeT MeTaboJIn3M BUTAMI-
Ha D B mapeHXMMAaTO3HBIX OpraHax, O0MOyCBOEHHUIO KaJIbITUSI.
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BUTAMUWH D-3ABUCUMBbIA PAXUT

Onpedenenue. Buramun D-3aBuCHMBINA paXUT XapaKTepPU3yeTCs
TeHeTUYEeCKHU JeTEPMUHUPOBAHHLIMY HAPYIICHUAMU MeTab0oaIr3Ma
BUTaMuHA D 1/MIM aKTUBHOCTHU €T0 PEIeIITOPOB, UTO IIPUBOIUT K
n3MeHeHUIo ochOPHO-KATIbIINEBOr0 00MeHa 1 KOCTHO# CHCTEMBI.

Buramuu D-3aBuCHMBIN paXUT OTHOCUTCSA K HaCJIEICTBEHHBIM
ayTOCOMHO-PEeIleCCUBHLIM 3a00JIeBaHUIM.

Brepsbie aTo 3abosieBanme 66110 onmcano Prader et al. B 1961 r.,
KOTOpbIe HAOIIOAAIN IBYX MaJeHLKUX JeTeil co BCeMU TUITMUHBIMI
KJIMHUYEeCKNe Ipu3HaKaMu BUTAMUH D-mTe@UIIUTHOTO paxmuTa, He-
CMOTPs Ha afleKBaTHOe IToTpebseHre BUTamMuHa D, YTO MO3BOJIMIO
Ha3BaTh €ro «ICeBIOBUTAMUH D-TedUIIUTHBIM PAXUTOM> .

Tepmun «Butamus D-3aBucumblil paxut» (vitamin D-dependent
rickets) 6bL1 Ipenrosken Fraser u Salter (1958). B kauectse cu-
HOHMMOB BUTaMuH D-3aBUCHMOr0 paxuTa NCIOJIL3YIOT TaKle, KaK
nceBAOBUTAMUH D-me()UIIMTHBIN PaXUT, THHIOKAJbIINEMIYECKUH
BUTaMUH D-pe3ncTeHTHBIN paxuT u Ap.

B macrosmiee BpemMsa pasanyaioT ABa KJINHUKO-IATOTeHEeTHYEC-
KHX TUIa BUTAaMUH D-3aBHUCHMMOI0 paxmuTa, B OCHOBE KOTODBIX
JeKaT pasInyHbIe TeHeTnuecKre meeKThl 1 OTMEeUaloTCA JOBOJILHO
ouepuUYeHHbIe KJINHUKO-JIabopaTOpHbIe IPU3HAKY 3a00JIeBAHIA.

Buramun D-zaBucumsbiii paxut I TMna — peakuii BapuaHT BHU-
TaMuH D-3aBUCHUMOT0 paxmuTa ¢ ayTOCOMHO-PEIleCCUBHLIM HacJe-
IoBaHMEM, HIPU KOTOPOM Hapylmenue (pochopHO-KaIbIIMEeBOTO
obMeHa U (popMUpPOBaHME KOCTHOI CHCTEMBLI IPOUCXONAT B pe-
3yJIbTaTe TeHeTHuecKoro aedeKTa Meraboamsma BuTammHa D,
00yCJIOBJIEHHOT'O OTCYTCTBUEM MJIN HEJOCTATOUHO aKTUBHOCTHIO
lo-rugpokcuiia3dbl B KaHAJIbIIaX HOUYeK. MexXaHM3M Pas3BUTUSA
IaHHOTO 3a00JIeBaHIA BIIepBhIe ObLI onucad Fraser et al. (1973).

ITHOJIOTUA M MATOreHe3. 3a0o0jeBaHMEe O0YCJIOBJIEHO TOUEUHOI
myTanwueii reda (CYP1a) B amuaHOM mteve xpomocombr 12 (12g13.3;
puc.11), KogUPYIOIEero akTUBHOCTDL 10-THAPOKCUIA3EI B IIPOKCH-
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MAJIbHBIX KAHAJIBIAX IIOYEK, UTO OOCJIOB/IMBABAET HUBKYIO DH3U-
MmaTtruecKyro akTuBHOCTh (Kitanaka et al., 1998; Kato, 1999).

AxTuBHOCTE 10-THAPOKCHUIA3LI OOHAPY:KeHa B IPOKCUMAJIb-
HBIX ¥ JUCTAJIbHBIX KaHAJbIIaX IIOYEK, B KOXKe, JUMMpaTIUIeCKUX
y3JIax, IOIKeIyIOUHOl sKeaese u Kuiteunuke (Bland et al., 1999;
Hewison et al., 2000).

VYxasaHHbIN (hepMEHT, KaK M3BECTHO, CIIOCOOCTBYET IIpeBpallie-
uuio 25(0OH)D, B 1,25(0H),D, (DeLuca, 2004). ITosTomy y G0OIBHBIX
Hapy1reHo npespainenune 25(0OH)D, 8 1,25(0H),D,, uro sakoHOMep-
HO IIPUBOJIUT K HHU3KOMY ypoBHIO 1,25(0H),D, B CHIBOPOTKE KpPOBH.
Kax ussectro, 1,25(0OH),D, urpaer BayXHY!0 POJIb B IOJJEPKAHUI
roMeocTasa KaJbIlA B ChIBOPOTKE KPOBHU, YCHJIMBAA abCOPOIIMIO
KaJsbiusa u pocdaToB B ToHKoU Kuitike (Bland et al., 1999).

VYV 6oJBbHBIX HApPyIIaeTCA BCACHIBAHIE KAJBIIHA B KHUIIMEUHUKE
1 BO3HHUKAaET '’mioKaJbIIIeMUnsd. HpI/I 9TOM BTOPHMYHO pa3BHUBAaET-
cA rumeprnapatupeos (ruiepnapaTUpeougu3M) U HaPYIIaeTCsA
dochopHO-KadbIUEeBLIZE 00MeH. IlepeuncieHHbIle HapPYIIeHUS
IIPUBOAAT K PaXMUTOMOAOOHOM AedopMaIiny CKejerTa.

Taxum odpaszoM, 9TO 3ab0oIeBaHME IIPEACTaBIAET co00i gedu-
IUTHYIO 10 KaJbIHUI0 (opMy paxuTa, TaK Kak y 00JbHBIX Pa3BU-
BalOTCA BTOPUUYHBINA TUIIEPIIapaTUPEOUAN3M, aMUHOAIUAYPUA U
IVIIOKO3YPHUSA, IMOTEePs IIOYKAMU I'MAPOKApPOOHATOB M MOUYEUHBIHN
KaHaJbIeBbIHA aIugo3.

121
1.2
1.1

1

12 peuentop

y BuTammnHa D

1a-rmppokcunasa

131

13.2
133

14

15
211
1.2

1.3
22

A B

Puc. 11. Jlokanusauus reHa 10-rmgpokcumnasbl B XPOMOCOMaX, BbigBsSeMasi C MOMOLLLbIO
dnoopecueHumn (A), 1 ee cxemaTudeckoe nsobpaxerue (B) (S. Kitanaka et al., 1998)
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Kaunuueckue mpossiaeHnda. Burtamuu D-zaBucumbiii paxut I
TUIIA IIPOABJIAETCA Y AeTeii B BodpacTe 3-6 Mec, HECMOTPs Ha IIPO-
dbunakTnueckuit mprueM BuTamMuua D B 00bIYHBIX Ho3ax (400-600
ME/cyT) ¢ menbio mpemympe:kIeHus paxuTa. BHauajge 0OBIYHO
TMOABJIAIOTCS CUMIITOMBI IIOPAXKeHM A HEPBHOM CUCTEeMbI (0eCTIOKO0M-
CTBO, MMOBLINIIEHHAA BO30YAMOCTD, Pa3apakKUTeILHOCTD, HapyIIie-
HUe CHA U Jp.), a 3aTeM HapacTaeT MbLIIIeYHasd cJIaboCTh U THUIIO-
TOHUSA, STU30JUYECKHN MOTYT OTMEUATbCSI KJIOHHKO-TOHUYECKUE
cymoporu (u3-3a runoxayabiimemun). Ilo Mepe mporpeccupoBaHUs
3a0o01eBaHUA HAOIIOAETCA 3a/IepiKKa poCcTa, I'MIIocTaTypa, OTCTa-
BaHIe MOTOPHOTO PasBUTUI, a TaKyKe APyrue IMPU3HAKU pPaxuTa
(medopmarius uepera U T'PYAHON KJIETKHU, PaXUTUUEeCKUe «Opac-
JeThl» U ap.). HacTo oTMeuaeTcsa pasMArdeHne Kocrei (octeoma-
JANA) U TIepeJoMbl. XapaKTepHa BapycHasd ge)opMaIrus B HIK-
Hel TpeTu roJieHell u BajbrycHada (X-obpasHas) KOJEHHBIX CyCTa-
BoB (pmc.12). Hepenko zaboysieBaHme COIPOBOKIAETCS
dopMupoBaHUeM AedeKTOB 3yOHOI SMaJIN U ee TUIOILIA3UeH.

Kannuueckue mposaBieHusa 601e3HN HEYKJIOHHO HapacTaioT 1
K KOHITY IIePBOTO Iojia JKM3HU CUMIITOMOKOMILIEKC, IT03BOJIAIO-
MY YCTAHOBUTH AMATrHO3 BUTaMuH D-3aBucuMoro paxura I Turma,
CTAHOBUTCS OUEBUIHBIM.

TunuYHBIME JIA00PATOPHBIMY IPHU3HAKAMHU BUTAaMUH D-3aBu-
cumoro paxura I Tuma ABIAIOTCA: M'MIIOKAJLIIMEMUs, TUIO(dOC-
(baremus, auskuii yposeusb 1,25(0H),D, B CBIBOpOTKE KpOBM Ha
(done HOpManbHOTO copepkanus 25(0OH)D,, noBeIIeHNA aKTHUB-
HOCTHU HIeJIouHO# (hocarTasbl 1 BHICOKOTO YPOBHSA HMapaTHUPOUI-
moro ropmoHa (IITT') B criBopoTKe KpoBu (Tabds.5). Ilpu sToMm c
MOUYOIT BLIBOJIUTCA UpPe3MeEPHOe KOJINUEeCTBO AMUHOKUCIIOT (THIIe-
paMuUHOAIIUAYPHUA), a TaK’Ke BBIABIAETCA BBLICOKHIN ypPOBEHD
mAM® B moue.

Jeuenue. IIpusHaku paxuTa M OMOXMMHUUYECKUE HAPYIIIEHUS
npu BuTaMuH D-3aBrucuMom paxuTe I TmIa MOKHO KOPPUTHPO-
BaThb MaccuBHBIME moszamu (200000-1000000 ME/cyT) Butamu-
Ha D,. Oxnako 6osree a()(heKTUBHBIM ABJIAETCA IpUMeHeHue 1,25-
muruapoxkcusuramua D, (Hanpumep, mpemnapaThl AKBafleTPHUM,
OKCHAEBUT WK KaabiuTpuoa). Chesney (2004) cuuraer, 4To 411
JleueHUsI BUTaMUH D-3aBMCHMOro paxura I Tuma gOCTATOYHO
IPUMEHATH OTHOCUTEJIBHO HU3KME 035l (1-2 MKT/CyT) KaJbIIUT-
puona (1,25(0H),D,). B.M. Crynerunkun u A.C. Huxomnaes (2006)
peKoMeHAyOT HasHauyaTh okcuaesut (10(OH) D,) B mose 0,5-3
MKT/cyT. JleueHre sproKaJblu(pepPoIoM AN KaJbIIu(hearnoIoM
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meHee 3¢ (peKTUBHO. [IJIUTETBHOCTD JIeUeHUA YKa3aHHBIMU IIpe-
mapaTaMi COCTaBJsgeT 4-8 Hemn.

Buramun D-zaBucumsrii paxut Il Tunma. Ouens pegKuii Bapu-

aHT BUTaMUH D-3aBUCHUMOr0O paxXuTa, CBA3aHHOTO C HEUYBCTBU-
TeJILHOCTHIO OPTaHOB-MHUIIIeHEH (MoYeK, KOKU, KOCTHOM cucTe-
MBI ¥ 71p.) K 1,25-quruapokcuBuramMmuny D, mpu oTCyTCTBUU Ha-
PVIIIeHNn# cuHTe3a 9TOT0 BarKHeHIero Mmeraboanutra ButaMmuHa D.

Buramunu D-saBucumsbiii paxut II Tuma oTHOCHTCS K HacJen-

CTBEHHBIM ayTOCOMHO-PEIECCUBHLIM 3a00JIEBAHUAM U Uallle BCTPe-
yaeTcA y JIUI[, COCTOAINMUX B Opaxke BTOPOII CTEIeHU POJICTBA.
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3aboneBaHue BIIePBBIe OIHCAHO
Brooks et al. (1978), xoroprie y 22-
JIeTHEeH B3POCJION KeHIITUHBI HabIroaa-
JIA OCTEOMAJIAIINIO, TUMOKAJIBITUEMITIO
¥ BTOPUYHBIN T'MIIEPHIAPATUPOUIN3M B
COUETAHUY C HOPMAJILHLIM YPOBHEM 25-
rugpoxkcusutamuna D, (25(OH)D,) u
MHOBLIIIIEHHBIM coaep)KanueM 1,25-au-
rugpokcuBuramuna D, (1,25(0H),D,) B
CBIBOPOTKE KPOoBHU. JleueHue ObLIO 3¢h-
(beKTUBHBLIM IIPY HAa3HAUECHUU BUTAMIU-
Ha D, B noze 4000 ME/cyT.

CiemyeT OTMETUTD, UTO B KOHIIE IIPO-
IILJIOI'O CTOJIETUSA B CIIEIIHMAILHON JINTE-
paType OBLIO OIMCAHO TOJBKO 0K0JI0 60
0OJIbHBIX BHUTAMUH D-3aBHCHMBIM pa-
xutom II Tuma (Malloy et al., 1999).

ITHOJIOTHA M MaToreHes3. B macros-
Iree BpeMsl YCTaHOBJIEHO, YTO pPa3BU-
Tue BUuTaMuH D-3aBucumoro paxura 11
TUIa O0YCJIOBJIEHO M3MEHEHUSIMU B
MOJIEKYJIe pPerenTopa Uiu OTCYTCTBU-
em 1,25(0OH),D,-CBA3BIBAIOITIETO PEIET-
TOpa Ha KJETKaxX, UTO He II03BOJIAET
peannzoBaTh OMOJIOTHUECKOE TefiCTBIe
puramuHa D (Malloy et al., 1999).

Puc.12. OeBouka 4 net, 60nbHaa ButamuH D-
3aBMCUMbIM PaxnToMm (Bma, cOoKy): BapyCHO-
cabnesngHasn nedopmMams HUKHNUX KOHEYHOCTEN,
nedopmMauns yepena v rpyoHom KNeTku,
paxutmnyeckue «bpacnetbl»
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Kax usBecTHO, aKTHBHBIE MeTa00IUThI BUTaMuHA D ocyIimecTs-
JISTIOT CBO€ JEeHMCTBHE HA YPOBHE OPraHOB-MUIIIEHEH, 00JIaJaoIuX
cuenuduueckumu Butamuu D-pernenropamu (VDR). PemenTops!
BuTaMuHa D IIMPOKO IIpefcTaBIeHbl B OPraHu3Me U O0HAPYKEeHbI
IO MEHbIIIell Mepe B 35 opraHax W TKaHAX, IIPUUYEM He TOJbKO B
TaKUX KJACCHYECKMX OpraHax-MHUIIIeHSX A BuTaMuHa D, Kak
KHUIIIeYHUK, IOYKH 1 KOCTH, HO U B MO3Te, CepPAlle, IOIKeIy10U-
HOM M IapalluTOBUIHBIX JKejie3ax, KOoKe U APYrhX OpraHax u
tkauax (Haussler et al., 1998; Morris, 2004; DeLuca, 2004).

Y uenoseka VDR penenTop ABasgeTcsa 0€JIKOM, KOTOPBIN COCTO-
uT u3 427 aMUHOKUCJIOT, IMeeT MOJIEKYIAPHYI0 Maccy ~48 kDa u
MOJKeT OBLITHL pasdfeseH (PYHKIIMOHAJILHO Ha HECKOJbKO obJacTeil
(puc.13). B KoumeBoit amuHoobIacTu nmeerca AB momeH aiauHOI
oxoso 20 amuuokucaor. JITHK-cBaseiBarornuii qomexn (DNA-binding
domain) (DBD), nassiBaembIii Tak:ke C-06/1aCThI0, OTIPEEIAETCS
Mexay aMmMuHoKuciaoramu 21 m 92. D-permon, mam rudxas o0-
JIaCTb, OIPeNeIAeTCA MPUOJIU3UTEIbHO MEKIY aMUHOKHCJIOTAMU
93 u 123. E-peruoH, mim JUraHICBA3LIBAONIbI gomeH (ligand-
binding domain), HaxoguTesa mexxay aMmuHOKUCIoTaMu 124 u 427,
KOTOPBIA 00/1ajaeT CIoco0HOCTRIO cBA3bIBaTh 1,25(0H),D,. B oT-
JUYMe OT HEeKOTOPBIX APYruX perenTopoB, VDR me umeer B C-
repmunaiae F nomena (Haussler et al., 1998).

[ a8 | c | o | E

DNA binding Ligand binding
Puc.13. Cxematmnyeckoe npeacrtasneHme cTpyktypbl VDR peuenTtopa

Kax u perentopb! Apyrux CTEPOUTHLIX TOPMOHOB, PEIIEIITOPHI
BuTtamuua D, JoKann3oBaHHbIE B KJIETKAX-MUIIIEHAX, IIOCJIE CBSA-
3LIBAHUS C JIUTAHAOM aKTUBU3SUPYIOTCA U, CBA3BIBASCH B AIPE CO
cuenuduueckoit mociemoBaTenbHocTbio [THK, xoHTpommpyioT
TPAHCKPUIIIIUIO COOTBETCTBYIOIMUX T'eHOB (puc.14).

B HexoTOphIX ciydadX BasKHO OIPeAeJATh KOHIIEHTPAIIUIO
pelienTopa BuTaMmuHa D, TaKk Kak B IPOTPECCUPOBAHUN PaXUTa
UTPAIOT POJIb (PaKTOPLI, CBSA3AHHLIE HE TOJBLKO C HapYIIeHUEeM
MeTabosmaMa BuTaMuHa D, HO U ¢ Pa3BUTHUEM YCTOMUYMBOCTHU K
Butamuuy D (meduriurom perenTopoB AaA Butamuua D).

TakuMm ob6pazoM, B HACTOAIee BpeMs yOeqUTEeJIbHO IMOKa3a-
HO, YTO BOSHUKHOBeHMEe BuTaMuH D-3aBucumoro paxura II Tuma
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Puc.14. Cuntes 1,25-aurnaposutammya D, v MONEKYNAPHLIA MEXaH3M NeNCcTBIA:
VDR - peuenTopbl BUuTamuH D; DBP — ButamunH D-cBsisbiBatoLLmin 6en0oK;
RXR- petuHongHbiii X peuentop; GTA - 00Wwui annapat TpaHCKpunuuu;

VDRE - anemeHTbI peuenTtopa ButammHa D (P.J. Malloy et al., 1999)

cBA3aHO ¢ myTanmmamMu reHa VDR, oTBeTCTBEHHOT'O 3a CHHTES3
peumenropoB K ButamuHy D (Baker et al., 1988). Vkasauublit
reH ObLI MAeHTU(GUIIMPOBAaH B XpomocoMe 12 B sokyce 12q13-
14 (Labuda et al.,1992; puc.11). IlosararoT, 4TO MHOTOYMC-
Jeuublie myTanuu reia VDR (puc.15) o6ycioBimBaioT CHUHTES
IedeKTHOro BuTaMuH D-CBA3LIBAIOIIET0 pelleliTopa. JTO IIPU-
BOJWUT K HapymeHuio ceaseiBanua 1,25(0H),D, ¢ muronnasma-
THUYECKUMHU WJIN AJEPHBIMIU PeIlelTOPaMM KJETOK KOCTei, IIo-
YeK, KOJKU U JPYTUX OPraHOB U TKaHel, HeCMOTPS Ha BBEICOKUU
yposens 1,25(0H),D, B ceiBoporke kposu (lida et al., 1995;
Tiosano et al., 2001).

Kananuyeckue nposasaeHus. 3abojieBaHne, Kak IPaBUJIO, Ma-
HudecTUPyeT B PAaHHEM BO3PacTe, HO OIMCAHBI CIIOPAJUUYECKIe
caydyam y IOAPOCTKOB M B3pocJsibix. IIpm pasBuTtuu BuTamMmuH D-
sdaBucuMoro paxura Il Tuma oupeneasOTCa I'MIOKAIbIINEeMUAI 1
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233 274 295 314
|39°]

15219|0 [259 |25|36 391
1
oooloooo.o IﬁQOOH
DNA-BUNDING 1,25(0H)2D3-BINDING
NORMAL MUTANT NORMAL MUTANT
30Agr(CGA)  Stop(TGA) 152GIn(CAG) Stop(TGA)
33GIy(GGC)  Asp(GAC) 190Cys(TGT) Trp(TGG)
35His(CAC) GIn(CAG) 233Leu(GTC) fs(GTG)
45Lys(AAA) Gly(GAA) 259GIn(CAG) Pro(CCG)
46Gly(GGC)  Asp(GAC) 274Arg(CGC) Leu(CTC)
47Phe(TTC)  Lle(ATC) 286Trp(TGG) Arg(CGG)
50Agr(CGA)  GIn(CAA) 295Tyr(TAC) Stop(TAA)
73Agr(CGA)  Stop(TGA) 305His(CAC) Gtn(CAG)
73Agr(CGA)  GIn(CAA) 314LIe(ATC) Ser(AGC)
80Agr(CGA)  GIn(CAG) 391Agr(CGC) Cys(TGC)

Puc. 15. CxemaTnueckoe n3obpaxeHne myTtaumin B 6enke ButammnH D-cBssbiBatoLLLEro
peuenTtopa (VDR)

OpuU3HAKM paxuTa uiau ocreomanasainuu (puc.16) BciaencTBue mHe-
IOCTATOUHOII abcopOIiuy KaJbIIUA B TOHKOM KHUIIKe W Hapyllle-
HUS MUHepaJIusanuu KocTHou Tkauu u xpsaiei (Malloy et al.,
1999). BoabHbIE KAJIYIOTCA Ha 60U B KOCTAX, MBIIIIEUHYIO CJa-
60CTh M TUIIOTOHHNIO. ¥ HEKOTOPBIX M3 HUX OTMEUAIOTCA CYLOPO-
' BCJEACBTHE T'NIIOKAJbIINEeMUH. Y YacTH 00JbHBIX HAOJIIOJaeT-
csd HUBKUHI POCT, PeAKMe BOJOCHI M T'MIIOILIa3usa 3y00B.

Haa II Tuna BuramMmuH D-3aBUCMMOTO paxuTa, B OTJANYNE OT
I Tuma u gpyrux GopMm paxmurTa, XapakTepHa dKToJepMaJIbHAas
amomanus. Bojiee ueM y mOJIOBUHBLI OOJLHLIX B TeUeHUe IIep-
BOTO rojJla *KU3HHU Pa3BUBAETCS TOTAJbHAA AJIOHEeI U, BKJIO-
yasa OpOBHM, a B HEKOTOPHIX CIyUYaAX M PECHUIIBI, a TaKKe IPOo-
rpeccupylolee yMeHbIIIeHe KOJIUUecTBa 3y00B (OJIUTONEHTS)
(puc.17). Ilo MHEHUIO HEKOTOPBHIX aBTOPOB, OOJIBLICEHUE SBJIA-
eTcsa MapKepoM 0oJiee TAXKEJOTOo TeueHUus 00JIe3HU U JIeUeHIe
0OJIBHBIX C aJiollelyiel BBICOKMMM mOo3aMH BHUTaMUHA D uian
ero aKTUBHBIX MeTabOJINTOB, KaK IIPaBUJI0, HEJOCTATOUHO o(d-
GeKTuBHO.

MexaHusM, TPUBOSAIINI K 00JILICEHIIO, K COMKATEHUIO, HeM3-
BecTeH. OmHAKO ¢ TOMOIIBIO OMOICHUU KOKH YIaJI0Ch YCTaHO-
BUTH, 4TO y OOJBHBIX MMEIOTCA HOPMAJbHBIE (DOJLIHUKYIBLI, HO
6es Bosioc. Ilomararor, uro HemocTaTouHoe Aericteue 1,25(0H),D,
B KPUTHUYECKOI CTAAUM PA3BUTUA BOJIOCAHBIX (POJLITUKYJIOB SIB-
JsieTcs Hanbojee BEPOATHON IPUUMHOMN OOJILICEHMS.
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W3 nabopaTopHBIX ITOoKasaTeell Hamboiee XapaKTePHbBI THUIIO-
dochaTeMusd, TUIOKAJbINEMUA U aMUHOAIIUAYPHUA, a TaKIKe
BBICOKAsI aKTUBHOCTL IeJIouHOI (ocdaraswl (Tabua.5). B ceiBo-
POTKe KpOBH OGOJBHBLIX BBISBJIAETCA HOPMAJBLHBINA YPOBEHL 25-
ruapokcusuramunaa D, (25(0OH)D,) u BeICOKMI ypoBeHb 1,25-
muruapokcusuramuna D, (1,25(0H),D,), kak mpaBmio, BbIIle
180 nr/ma. O6paliaeT BHUMAaHUE, UYTO YPOBEeHDb 1,25-TUTHUAPOK-
cusuramuHa D, moxxer B 100 pas m Gojiee IpEBBIIATH HOPMY
(Malloy et al., 1999).

IIpu peHTreHOJIOTUUYECKOM HCCJIeIOBAHUY BHIABJIAETCA 00paso-
BaHme Tpabexkys (BBICTYIIOB) Ha AJMHHBIX KOCTAX, M3MEHEHUS
IMIO3BOHOYHUKA, yYBEJIMUYEHNEe IJIOTHOCTH KOCTEH ueperia, 5pPO3uu
KJIIOUHUITHI, IOHHOTO COUJIEHeHUSI M KPECTIIOBO-IIOAB3IOIITHOTO CYy-
craBa (Kak MPOSBJIEHNE BTOPUYHOTO THIEPIIapaTUPOUIU3MA).

Jleuenue. O6bruHO mpu BuTaMuH D-zaBucumom paxure II Tuma
Ha3HAYAIOT IpenapaTel BUTamMuHa D, B Gojiee BBICOKOH 103€, YeM
IpU JeueHn 00JbHBIX ¢ I TumoMm. OgHAaKO Ipu BRIOOPE HO3LI BUTA-
muHa D, 6osnbHBIM BuTamMuH D-zaBucumbiM paxurom II tuma yum-
reiBaroT Hasjanuwme ajomemuu (Malloy et al., 1999). B uactHocTu,
TP OTCYTCTBUM AJIOIEIINY OOBIYHO HasHadaioT BuTaMuH D B mose
5000-40000 ME/cyt mmu 25-rugpokcusuramun D, (25(OH)D,) B

nose 20-200 MKT/CyT MV KaJb-

- nurpuox (1,25(0H),D,) B nose

\I 17-20 mir/cyr (Malloy et al.,

{ 1999). Ilo mamaeim Chesney

(2004), paxuT WHOTAA MOXKET

perpeccupoBaTh IIPU BBEICHUN

15-30 MKI/CyT KaJbLIIUTPHOJIA

(1,25(0H),D,), HO ObGaBICEHHE
IpU 9TOM HeoOpaTHUMO.

Yro Kacaercsa 00JIbHBLIX BHU-
TaMuH D-3aBUCUMBIM PaXUTOM
II Tuma c amomenmeii, TO OHU
00J1ee Pe3UCTEHTHLI K Tepamun
BuTaMuHOM D 11 ero MeTabou-
TaMu, UYTO TpebyeT mprema 60-
Jlee BBICOKUX [I03 IIPemnapaToB
(Malloy et al., 1999).

4
L
-
-

Puc.16. BonbHble BUTaMuH D-
3aBMCKMMbIM paxuTtom Il Tnna
(J.F. Rosen et al., 1979)
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Puc.17. TotanbHaa anoneums n onnurogeHTus
y pebeHka ¢ BuTaMnH D-3aBUCUMbIM PaXUTOM
Il Tvna

Hetam ¢ BuramuH D-3aBUCUMBIM
paxutom Il Tuma obsasaresbHO Ha-
3HAUAIOT IIpenapaTsl Kaabiusd. B.M.
Crymenukun u A.C. Hukosaes
(2006) pexoMeHAYIOT HpemapaThl
Kaublus (TJIIOKOHAT, JIAKTAT, XJIO-
pun wim KapOboHaAT) B o3e 0 2 T' B
cytru. OpHaxo npusegenasie Malloy
et al. (1999) B 0630pe JuTEPATYPHI
PeKOMeHIaIINK YKa3bIBAIOT Ha HE00-
XOONMOCTBh IIPMMEHEHUA 60J1ee BBbI-
COKHX JI03 IIperapaToB Kaabitud (3-
4 T 0 3JIeMEeHTaPHOMY KAJbIIIIO Per
os) B Teuenue 4-9 mec. IIpu sToM y uacTu 60JILHBIX XOPOIIIHI Tepa-
neBTUYeCKUH a(heKT mosyyeH TP BHYTPUBEHHOM BBEIEHUU IIpe-
maparoB Kaubiusa (Malloy et al., 1999).
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rMMNOM®OCDLATEMUYECKNIA
(BUTAMUH D-PE3UCTEHTHBIV) PAXUT

OTgenbHON KJANHUKO-IATOTeHETUEeCKOM (hopMoii 3a00IeBaHM A
ABJIAeTcA rurodochaTeMUUecKNUl paxuT, TeUeHNEe KOTOPOTO CO-
OPOBOKAAaeTCA KJIWMHWYECKUMHU NPU3HAKAMU paxmuTa, TPYIHO
MOAJAIONTUMUCS JIEUeHUI0 OOBIYHBIMM A03aMM BuUTaMuHa D, u
BbIpakeHHOU rumnogocharemueii. IlosTomMy yacTo ero Ha3LIBAIOT
BuTaMuH D-pesucTeHTHBIM paxuToM. OZHAKO HEOOXOAMMO OTMe-
TUTh, UTO 3Ta (opMa HeoTHOPOAHa M TumodochareMuyecKui
PaxuT MpeJcTaBiIAeT IPyNNy NaTo(pU3UOJIOTUUYECKU Pa3JIUUYHBIX
3abosieBaHMM. 3a TOCJIEIHNE T'OJAbl JOCTUTHYTHI 3HAUUTEJIbHBIE
ycIexXy B MOHMMAHUU TeHEeTUYEeCKUX U OMOXMMUYECKUX OCHOB
9TUX B OOIIEM peIKMUX 3a00JIeBaAHMIA.

Onpenenenne. Burtamun D-pesucTeHTHBIN paXuT 00beAUHSIET Te-
TePOTeHHYIO TPYIIY HACJIEICTBEHHO 00YCJIOBIEHHLIX 3a00JIeBAHUI C
HapyIlleHneM MeTaboausMa BuTtamuHa D u ocdopHOro odbmeHa.

Buramuu D-pe3ucTeHTHBIA paxXuT — ocobas ¢opma paxwura,
IPU KOTOPOM HAOJII0JaeTCsa BhIpasKeHHadA ceMeiinas rumodocda-
TeMHs, CBSI3aHHAA C HapyllleHneM peadbcopomun gocdaToB B Ka-
HaJIbIIaX II0YeK; OHA XapaKTepusyeTcAd TOMUHAHTHBIM THUIIOM Ha-
cJIeIOBaHUS, CIEIJIEHHON ¢ X-XPOMOCOMOI.

Tepmun «BuTaMUH D-pe3niCTeHTHBIN PAXUT» UCIOJIb3yeTCA IJIA
obozHaueHuA (GOPMBI PaXUTa, IIPU KOTOPOM GOJILHLIE He pearu-
pyioT Ha nmosy ButamuHa D, ahheKTUBHYIO IIpU €ro aeUuIiuTe.

B xauecTBe CHHOHMMOB 3TOT'0 COCTOSAHUSA HEPEIKO UCIIOJIbL3Y-
0T TaKule TePMUHBI, Kak rumnogochareMmnyecKuii paxur, BUTa-
muH D-pedpakTepHbIil paxuT, dochar-guader, runodocharemMusi,
CIleILIEHHAs ¢ X-XPOMOCOMOMH M IP.

B mocnenHue roabl HEKOTOPhIE MCCJIENOBATENN PEKOMEHAYIOT
n36eraTh MCHOJbL30BAHUA TEPMUHA «BUTAMUH D-pe3ucTeHTHBIH
pPaxuT», TaKk KaKk OH He COOTBETCTBYET COBPeMEeHHBIM HNaTo(hu3u-
OJIOTUYECKUM IIPeICTaBJICHUAM O pas3BuUTHUM 3abojeBanusa. Ilo-
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9TOMY B HACTOsSINEe BpeMs HepeaKO HCIIOJb3YeTCs TePMUH «THU-
nodochaTeMUUecKU PaxmuT».

B rpynny runodocharemMuueckoro paxura BKJIKUYAIOT THIIO-
dochaTeMuuecKuii PaxuT, CIHENJeHHbIN ¢ X-XPOMOCOMOM, ayToO-
COMHO-IOMUHATHBIN r'uirodochaTreMuUeCKIi PaxuT, HacJaeqCTBEeH-
HBIN runodochaTeMUuecKui paXxuT, COUETAIONTUNACA C TUTIEPKaIb-
nuypuen, perneccuBHylo rumnodocpareMuio, CIEIJeHHYIO C
X-xpomocoMoi, n runoochaTeMUUeCKUN paxuT, CBA3AHHBIN C
ONIyXO0JIbI0 (OHKOTEeHHBIN PaXwuT).

I'unodocdaremuuecknii paxuT, CIHEIIEHHBIH ¢ X-XpPOMOCOMOIt
ABJSAETCS HamboJee YaCTHIM BapMaHTOM BUTAMUH D-pes3ucTeHT-
HOTO PaxmuTa, KOTOPBIN XapaKTepU3yeTcs TOMUHAHTHBIM THUIIOM
HacJIeJoOBaHNs, CIeIJIEHHBIM ¢ X-XpoMmocoMmoii. Ero pacmpoctpa-
HeHHOCTh B nonyadanuu cocrasadeT 1:20000-25000 HoBoOpox IeH-
HBIX. ['mnodochaTeMruuecKuil paxmuT, CIEIJIeHHBIN ¢ X-XpOMOCO-
MO, saBisgerca npuunHoi 80% Bcex ciaydyaeB BPOKIEHHBLIX HAPY-
menuii peabcopbuuu docdaros (Jan de Beur, Levine, 2002).

B 1958 r. Winters et al. nmpexacrasuiam meTajbHOE ONMCAHNE
3a00JIeBaHUs, ITPOABJABIIIEECA KINHUUECKNMY ITPU3HaKaMu pa-
xuTa u ruiogdocdaremMueii, KoTopas IMeJa CEMEeHHBIA XapaKkTep
u ObLIa cremyeHa ¢ X-XpPOMOCOMOM. OTO JajJ0 OCHOBAaHHE MIJIs
HasBaHUA 3a00eBaHuA « X-CIIeIJIeHHbBIN rumodochareMuuecKuit
paxut». B HacTosAllee BpeMs JaHHAA IaTOJOTUA BeChbMa JeTajlb-
HO oIMcaHa W m3yueHa, HO rumodochareMusa ocTajaach OUYeHbD
HaJeXHBIM MapKepoM 00JIe3HH.

ITHOJIOTHA U MaToreHes. Kak 13BeCTHO, OCHOBHBIM [0 (poc-
¢dara B opranusme, Kak U KaJbIIUd, ABJIAETCA CKEJIET U TOJIbKO
10% HaxomuTCcsa B MATKUX TKaHaX. [Ipruem ocdaTHbIi Oatanc
oprammaMa o0ecIeunBaeTCsI B OCHOBHOM MHTECTHUHAJIbHOI abcop-
omueii docdaTa M3 MUIEBAPUTEJILHOTO KaHANa W pPeryJsiiuei
moueuHoM sKcKpenuu. Esxkecyrouno 60% wuz 800-1500 mr mo-
Tpebissemoro ochopa abcopbupyeTca B KUIIIEUHNKE U TaKOe JKe
KOJIMYEeCTBO MOJIXKHO SKCKPETHpPOBAThCA MouKaMmMu. ToJabKO He-
6oJibIliasg YacTh (pochopa CHIBOPOTKU KPOBHU CBA3aHA C 0€IKOM U
OPaKTUYECKHW OH IIOYUTU IIOJHOCTBHIO (PUILTPyeTcA B KJIyOOUKAX
u Ha 80% peabcopObupyeTcs B MPOKCUMAIbHLIX KaHaabiiax; 10%
BCACBIBAETCS B JUCTAJbHBIX KaHAJIbIAX U TOJBKO 10% mpoduib-
TPOBAHHOT'O KOJUUYECTBA SKCKPETUPYETCS C MOUOI.

Pamee mosnaramnm, uto BcackiBaHme (pochaToB B KJIETKAX IIPO-
KCUMAaJIbHBIX KaHAJBIIEB MOYEK OCYIIECTBJIAETCA IPU YUACTUU
MexXaHM3Ma BTOpUYHO-aKTUBHOTO TpaHcmoprta (FO.B. Harouwwn,
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1982). IlepeHocunK cBA3LIBaeTCA ¢ HaTpueM U pochaTom, mepe-
CeKaeT BMeCTe C HUMHU MeMOpaHy IIeTOUHOM KaeMKM 1 0CBODOK-
IaeT o0a moHa B muTolIasmMy (puc.18). 3aTem HaTpuit ymaiasaer-
cd M3 KJEeTKU HacocoM, a ¢ochar — Opu ydacTHUU IIEepPeHOCUUNKaA.

IToueunas abcopbiusa ¢ocdara IPOUCXOAUT C IIOMOIIBIO Ha-
Tpuii-ochar-corpancooprepa (Na/Pi-comepeHocunka) B MmeMO-
paHax IMeTOYHOM KaeMKU IIPOKCUMAaJIbHBIX KaHAJIbIleB. B HacTo-
saiiee BpeMsa uaeHTudunuponarno apa moxatumna (I m Ila Tunbr)
ATOTO TPAHCIOPTePa M KJIOHNPOBAHBI KoAupYyIomiue ux reubl (Nptl
— Na-¢ocdarusrii-conmepenocunk I Tuma u Npt2 — Na-docoar-
Hblii-conepenocunk Ila tTuma) (Murer et al., 2000).

YcramoByiaeHo, UTO MOCTyILIeHUe (ochaTa B KJIETKY IIPOKCHU-
MaJIBHOTO KaHaJIbIla ocyIecTBJIsgeTcA mocpenacTBomM Na/Pi-come-
perocuukoB I u Ila TumoB (puc.18), B 3HAUUTEILHOM CTeIleHU
COBIIQJAIOIINX IO CTPOEHMIO, OCHOBHAS (PYHKIMA II0 peadcopo-
uuu dochara npunaniaexkut Na/Pi Ila tuma (Murer et al., 2000).
ITocnemuuii cocrout ns 640 aMUHOKMCJIOT, pPasgeeHHBIX Ha BO-
CeMb TPAHCMEeMOpPaHHLIX JOMEHOB, COAEPIKAINX IPUOIN3UTEIIh-
HO 1m0 100 amMuHOKHCIOTHBIX ocTaTKOB 1 NH, - m C-repMuHaib-
HBbI€ IINTOILlJIa3MaTU4YeCKUue Q)paI‘MeHTBI.

Na/Pi-corpancmoprep Ila Tuma cmocobeH mepeHOCUTH uepes
amUKaJIbHYI0 MEMOPaHY KaHaJbIIEBBIX KJIETOK KaK MOHO-, TaK U
IuBaJIeHTHBIe pocdaThl U IpU Baaumomeiictsuu ¢ H* yrpauusa-
eT B 3BHAUUTEJIbHOU cTelleHN a)(PUHUTET K HATPUIO.

B dusuomornueckux yciaopuax skcmapeccuss MPHK Na/Pi-corme-
peHocumnKa HAOJII0JaeTCsa B IIETOYHON KaeMKe II0 BCell AJINHEe IIPo-
KCHMAaJIbHOTO KaHAJbIA, HO B OOJIbIIEN CTEIIeHN B CErMeHTe S,.

IITT u morpebenue docdaTa — OCHOBHBIE PETYJIATOPHI AaKTHUBHO-
ctu Na/Pi-conepenocunka Ila Tuna. BeicTpoe HapyIllieH1e aKTHUBHO-
ctu Na/Pi-comepeHocunKa B OTBeT Ha M3MeHeHue moTpedaeHus ¢oc-
daTa mpeamoJsiaTaeT CYIIeCTBOBAHNE BHYTPUKJIETOUHBLIX CTPYKTYDP,
OBICTPO TPAHCJIOIIMPYIOIINXCSI HA MeMOpary mpu aeduiiute docda-
ra. IITT uarnbupyer ak THBHOCTD COIIEPEHOCUNKA, YMEHBITIAA UKUCJIIO0
ero MoJIeKyJI Ha allnKaJILHOI MeMOpaHe 3a cueT UX IIepexoja B cyba-
MMMKAJIbHOE IIPOCTPAHCTBO, B KOTOPOM OHM moaBepraiorcs ¢ocopu-
JIMPOBAHUIO C yUaCTHEM ITpoTenHKMHa3bl A mau C.

CiaemyeT OTMETHUTHh, UTO, XOTS WHTECTHHAJILHAS abcopOmmsa
(docdara perynupyerca 1,25-(OH)-suramunom D,, aToit perysa-
WY IPUHALJIEKUT BTOPOCTEIIEHHAS POJb, TaK KaK HEe3aBUCUMO
OT mOTpeOHOCTell MHTeCTHHAJILHAsA abcopbius docdara yBeu-
YHNBaeTCA IIPOIIOPIMOHAJIBPHO BBEJEHHOMY B OPraHUM3M KOJINYE-
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cTBy (hochara. IlosToMy peryadanuy HOYeUHON 3JINMITHAIINY (poc-
dara IpUHALJIEKUT TJIaBHASI POJIb.

Perynanusa Tpamcmoprepa (ocdara OCYIIECTBIAETCS IIOCPE-
CTBOM: comep:kanus pocara B IUINE, TOPMOHAJIBHBIX BJINAHUNA
(II'TT', BuTamuua D, TIIIOKOKOPTUKOUIOB, TUPOKCUHA), KHUCJIOTHO-
IIeJIOUHOT'0 0ajaHca M 3KCTPAIe/LII0JIAPHOT0 00heMa KUIKOCTH.

luminal basolate

3Mat Nat
Na* ; \ HpPO42"

P
phosphate ‘ ‘ !

» P
Nat xMa* i
ngoq:' el 4O

cr/

J. anions

?

F Y

phosphate

a 6

Puc.18. Cxema peabcopbumm docdaTtoB Pi B NpoKCUManbHbIX KaHasbLiaxX Nnoyvek: a —
KOHLLEeNUMsa BTOPMYHO-aKTUBHOIO TpaHcnopTa ¢ocdartos; 6 — Na/Pi-conepeHocunku |, lla
1 [l TINOB B anuTEeNManbHbIX KNEeTKax MPOKCUManbHbIX KaHAsbLLEB NOYEK
(H. Murer et al., 2000)

Peabcopbmusa ¢ochara nMeeT HACBII[aeMbIil XapaKTep, IOKa
HEe ncYepIbIiBaeTCcAa MOIITHOCTD TpaHCHOpTHOfI CHUCTEMbI, HO YMEHBb-
maeTcsA MIPHY IIOBBIIIIEHUU €TI0 YPOBHA B CHIBOPOTKE KpoBU. Ilep-
BO€ COOTBETCTBYET MaKCUMAaJIbHOI peabcopbiiuu dochara (TmP).
Nznumniex npoduabTpoBaHHOTO (hocharTa, TPEBBHIMIAIONIUNA BTY
BEeJINYUHY, DKCKPETHUPYETCSI C MOUOM, a IIPpU 3HAUYEHUU HUIMKe
IOPOToBOTO BhIBemeHUE (dochara cumkaerca. Oruomenue TmP/
K® ncnonnsyerca B KauecTBe IToKasaTeJada aKTUBHOCTH TYyOyJIAp-
HOI peabcopbruu docdara.

B HacTodmiee BpeMsa yCcTaHOBJIEHO, UTO pas3BuTHe ruitoocda-
TeMHUYECKOT0 PaXWTa, CIEILIEHHOTO0 ¢ X-XPOMOCOMOI, 00yCJIOB-
JIeHO HapyIlleHmeM peabcopOiuu dochaToB B IPOKCUMATIbHBIX
KaHaJbIlaX MOYeK U IMpeBpalleHud 25-ruapoxojieKaabiudeposia
(25(0OH)D) B 1,25-gurnapoxcuxonexanbuudepor — 1,25(0H),D,.
9To CcBA3LIBAIOT ¢ TeHeTHuecKkuM AedekTom Na/Pi-comepenocun-
Ka ¥W/UaU MOABJIEHWEM B IUPKYJAAIMNUN (yTopa, YTHETAIOIIETO
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ero aktTuBHOCTE (Jan de Beur, Levine, 2002; Tenenhouse, Murer,
2003).

IIpu sTom ymanochk o6HapYy:KUTh AedeKkTHBIN red PHEX, io-
KaJIn30BaHHLINA B X-xpomocoMme Xp22.1, cocTroamnuii us 22 sK30-
HOB U Komupymoomui 6.6 kb MmPHEK, Koropslii o6ycioBiuBaeT
pasButre rumodochaTeMUUEecKOoro Paxmura, CIEILIEHHOTO ¢ X-
xpomocomoii (Econs et al., 1998). B macrosiiiee BpemMsa UIAEHTH-
dupoBamo 166 myramnuii rema PHEX, cocTaBasiomimux OCHOBY
saboseBanuda (Tenenhouse, Murer, 2003).

Aocopesuarypa PHEX ob6pasoBana ot nepsbix 6ykB PHosphate
regulating gene with homology to Endopeptidases activity on
the X chromosome. 9xcupeccuss PHEX BrIpaskeHa Ha ocTeobJia-
cTaxX, OJOHTOOJAacTax, B ANUYHUKAX, JIETKUX, TaPaIl[UTOBUIHBIX
JKeJjie3ax, MO3re M MBIIIIAX, TOTAA KAK OTCYTCTBYEeT B IIOYKAX
(Jan de Beur, Levine, 2002).

I'er PHEX komupyeT cuHTe3 0eKa, cocToAIero us 749 ammmo-
KUCJIOT, KOTOPBIHA sABJIAeTca uiaeHoM M13 cemelicTBa MeMOpaHOC-
BABAHHBIX MeTaJLIonporeas. I1o aHasoruy ¢ IpyruMy WieHAME 9TOTO
ceMelicTBa THUIIa HEUTpaJIbHOI sHaomenTuaasbl 24.11, crocobHOI
MHAKTUBUPOBATL TOPMOHEI 1 9HAOTEJINHIIPEBPAIIIAIONINHA (pepMeHT,
CIIOCOOCTBYIOIIHI IIPEBPAIIeHITIO TOPMOHOB K 3peJioit popme, PHEX,
BEPOATHO, 00JIaZas IIPOTEOJUTUUECKON aKTUBHOCTHIO, PaspyIlaeT
IIeIITUJHbIEe TOPMOHBI I TAKMM 06pa30M aKTHUBUPYET NJIN NHAKTHU-
Bupyert ero cyocrpar (Jan de Beur, Levine, 2002).

K comanenuio, xakuM o0pas3oM HapyIlieHue (GYHKINU TeHa
PHEX mpuBoguT K M30LITOUHOI IIoTepe moukaMu ocdaTos,
HapyIIeHNI0 MHUHEPaIU3aluy KOCTell M CHHUKEeHUIO CHUHTe3a
1,25(0H),D, B Hacrosllee BpeMa TOYHO HeusdBecTHO. OLHAKO B
HECKOJIbKMX HAOJJIOJNEeHUAX PacCMAaTPUBAIOTCA PEe3yJIbTAThI MKC-
cJeIOBaHUI, IIO3BOJISIOMINX IIOHATH (pyHKmmio reia PHEX. B
YaCTHOCTH, OBLIO MOKa3aHo, uTo ypoBHH Oenxa Npt2 m mPHEK
CHIMKeHBI 10 57% HOpMAaJbHOTO 3HAUEHUA Y Ayp MbIIIei, KOTo-
pble, KaK M3BECTHO, Ae()eKTHBI M0 peabcopbiiuu gocdaToB mou-
Kamu u umeroT rumnodocharemuio u docharypuio (Tenenhouse
et al., 1995). Ilo MHeHHIO aBTOPOB, 3TO IIO3BOJISET IIPEIIOJIO-
JKHATH CBA3b MeKAy morepeil Phex m TpaHCKPUIIIMOHHOM pery-
Januei akTuBHOCTH Npt2, uTo 00BACHAET PEryINPYIOIIYVIO POJIb
Phex B TpaHcmopre docdaToB B IIOUKAX.

ITo muenuio Tenenhouse u Murer (2003), rex PHEX wu mpo-
IYKT ero CHHTEe3a BOBJIEUEHbI B MHAKTHUBAIINIO (DochaTypHUIECKOro
TOPMOHA MU aKTUBaIuio peabcopbiiuu docharoB (Pi) B KaHab-
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max Imoudek, a moaromy norepsa ¢pyuxmnuu reaia PHEX cBasama nim
¢ U30BITKOM (hochaTypruecKkoro ropMoHa UM C HapyIIIeHEeM pe-
abcopbmmu Pi ¢ momoribio Na/Pi-corpancmoprepa Ila Tuna.

Taxum oO0pasoM, MPoBedeHHbIE MCCIETOBAHUA JAaIOT BO3MOMK-
HOCTH YTBEeP:KIATh HAJuune y 00JbHBIX runodochaTeMuuecKuM
PaxmTOM, CIeIJIEHHBIM ¢ X-XpoMocoMoii, gedexra reaa PHEX,
YTO IPUBOAUT K M3MEHEHUWIO aKTUBHOCTHU ITMHK METAJIJIOIEITH-
Iasel U JeeKTy MeMOpPaHHOTO TNIMKOIPOTEerMHA B KJIETKaX IIPo-
KCHUMAJIbHBIX M3BUTHIX KAHAJIBIEB IIOUEK. ITO OOYCJIOBJINBAET
cum:xeHue Na-zaBucruMoro TpaHcmopra gocdaToB B MPOKCUMAJIb-
HBIX KaHaJbIIaX MOUYEeK M MPUBOIUT K MHTEHCUBHOM SKCKPEIUNU
docharoB ¢ mouoit (puc.19).

Crienmyer TaK:Ke OTMETUTD, UTO Y O0JBHBLIX rHUmodocareMuyec-
KHUM PaXUTOM, CIIEILJIEHHBIM ¢ X-XPOMOCOMOM, B TPOKCUMAaJIbLHBIX
KaHaJIbIlaX IOYeK HapymeHo npespamenune 25(OH)D, B
1,25(0H),D,. O mocnenHeM CBUAETENbCTBYET HU3KWUWA WM HOD-
MaJbHBIA ypoBeHs 1,25(0OH),D, B CbIBOPOTKE KPOBM, HECMOTPA Ha

OcTteobGnacTt

/

HeakTnsHbIN

dochaToHUH
. _AKTUBHBIV
docdaToHmH

KneTka npokcumarnbHbIX KaHanbLEB NoYek

// D

PHEX

dochaToHVH

1 Npt2 mRNA
I Npt2
2Na* A—te/
HPO,, ”\Lp@
® ®
@(OH)D 1,25(0H),D

Puc.19. MlmnoTteTnyeckas natoreHeTnyeckasi OCHoBa pasBnTUS rmnodocdareMmyeckoro
paxuTta, cuenneHHoro ¢ X-xpomocomoim (M.K. Drezner, 2000)
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rumogocparemMuio, 1 UYTO JaJbHelIlnee CHUKeHre YPOBHs (Pocdo-
pa B Hell He IPUBOJUT K ycuiueHuto cuaTesa 1,25(0H),D, y sum ¢
HacJieIcCTBeHHOU ruriopocaremMmeii B OTINUME OT 3I0POBBIX.

Kaunanueckue npoABiieHnA. Y OOJBIIMHCTBA AeTell ¢ rumodoc-
aTeMHuUECKNM PaXUTOM, CIEILIEHHBIM ¢ X-XPOMOCOMOI1, BBISBJIS-
IOTCS THUIIOCTATYPa U HU3KUI pocT. OOBIYHO IPK OTCYTCTBUH JeUe-
HUA POCT B3pocJioro uejgoBeKka He mpeswimaer 130-165 cm. Kax
IIpaBuUJIO, K rofy (Korma pebeHOK HAaUMHAET XOIUTh) MCKPUBJISIIOT-
csl HUKHME KOHEeUHOCTH (genu varum, genu valgum) u mosisisier-
cd IepeBajIuBaoINaAca moxonka (yruHasa). K xapakTepHBIM mpu-
3HAKaM OTHOCUTCS Aed)opMallis IIyJIbILI U [MOPasKeHre 0o Ha3Ba-
HUEM UHTPArJI00yIApHbLi teHTuH. CeyeT OTMETUTD, UTO Je(heKThI
SMAaJIU BCTPEUAIOTCA PEemKo.

OOpairjaeT BHUMAaHIe, YTO KINHUUYECKNE IPU3HAKY KaJIbI[Uii-
IepuiuTHOrO0 paxuTa (PaXUTHUYECKUE <«YeTKH», rappHCOHOBA
ooposma u Ap.) y GOJBbHBIX rumodochareMuuecKuM PaXUTOM,
CIIEIJIEHHBIM C X-XPOMOCOMOI1, BEIABIAIOTCA PEIKO, OUE€Hb Pejl-
KO — MBIIIeuHasa cJIabocTh U 00Jb.

IIpu peHTreHOJIOTMYEeCKOM MCCJIEJOBAHUM HAOJI0maeTcs pac-
IIMpeHne W paspylleHne MeTa(pus3oB KOCTel, rpydas CTPYKTypa
rpabexynapaoii kKoctu (Cheema et al., 2003). BokamoBugHoe
u3MeHeHUe MeTa(pr30B TPOUCXO-
IUT B IPOKCUMAJIBHON U TUCTAJb-
HOM uacTu 0O0JIbIIIeOepPIIOBOI KOC-
TH, JUCTAJILHON YacTH MAaao0epIio-
BoiIi (puc.20), JTyueBoit U JIOKTEBOMI
KOCTSX.

IIpu 1abopaTopHOM HCCJIEIOBA-
HUU y GOJBHBLIX rumodochareMu-
YeCKUM PaXWUTOM, CIEILJIEHHBIM C
X-XpOMOCOMOI, OTMEeYaeTcs HOP-
MAJbHBIN YPOBEHDb KAJbIIUA B ChI-
BOPOTKe KpoBH (2,24-2,34 mmoib/
JI), CHUXKeHHBIN ypoBeHb ocdopa
B ceIiBopoTKe KpoBu (0,48-0,96
MMOJIb/JI), IOBBIIIEHNE AKTHUBHO-
CTH IIeJIOUHOM (hocdhaTasbl U HOP-

Pnc.20. PeHTreHorpamma kocTei Taza u
HUXHNX KOHEYHOCTEN pebeHKa ¢
runogpochareMmyeckmm paxmTom,
CLenIeHHbIM C X-XPOMOCOMOWM
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Tabnnua 15

MokazaTenu metabonuama kanbuus, pocdopa n sutammua D npu runopocoparemmnyeckom paxure

MeTabonm3am kanbums MeTtabonuam dpocdopa MeTtabonmam ButamuHa D
Ca Ca nTr AGCopBLUS P TmP | A6copbuus 25(0OH)D 1,25(0OH),D,
CbIBOPOTKU CbIBOPOTKM CbIBOPOTKM docodopa B CbIBOPOTKM CbIBOPOTKM
Moun Kanbums B NK
KpPOB® KpPOB® KPOBU GFR MK KpPOB® KpoBU
XLH N ! N ! ! ! ! N (1)
HHRH N 1 N, | 1 ! ! 1 N (1)
ADHR N ! N ! ! ! ! N (1)
XLRH N 1 N, | 1 ! ! 1 N 1
TIO N ! N ! ! ! ! N !
lMpumedanne. XLH - runodocdaremmsa, cuenneHHas ¢ X-xpomocomon; HHRH - HacneactBeHHbIN

rmnodocharemMmyecknin  paxmT, coyeTalwumnca ¢ runepkanbunypuen; ADHR
runopocdatemmyeckuin paxut; XLHR - peueccuBHaa runodocearemus, cuenneHHas ¢ X-xpomocomoii; TIO -
runopocdaTtemMmyecknin paxuT, CBA3aHHbLIN C ONyxonbio. N — HOpMa; | — CHUXEeHue; T — MoBbiWweHue; (1) —
CHWXEHWNe, B3auMOCBS3aHHOE C KOHLUeHTpaumeln pochopa B CbiIBOPOTKE KPOBU.
MK — npokcumarnbHble KaHasnbLbl

— AayTOCOMHO-AO0OMUWHAHTHbIN

¢poopoun |  egelr|

1mxed UMIO8hNINS LE!
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ManbHBIN ypoBeub IITT. Ilpu sToMm HabiiomaeTcs MOBBIIIEHHA
sKcKpenua GocdaTa ¢ MOUOil, HOPMAIbHLIN ypoBeHb 25(0OH)D u
CHUJKEHHBI ypOBeHb chiBOpoTouHOro 1,25(0OH),D, (Ta6xa.15).
CunraroT, uTo rumodochaTeMus IPHU HOPMAJILHOM YPOBHE KaJlb-
IIATPHOJIA B CHLIBOPOTKE KPOBM yKAasblBaeT HA HapylmeHue 10-
TUAPOKCUIA3HON aKTUBHOCTMH.

Jleuenne. I[o HACTOAINETrO BpeMEHH €Ille HET Y/IOBJIETBOPUTEb-
HOI Tepanuu runogochareMrYecKoro paxmra, CIeIJIEHHOTO ¢ X-
xpomocoMoii. Hambosee appeKTHBHON Tepanneil aBaseTcs KOMOU-
Hanuda 3aMerenna ¢ochara ¥ HasHaUdeHUE IPerapaToB BUTAMU-
Ha D. K coskasienuio, Tepamnus yKasaHHBIMHY IIPerapaTaMu He BIUSeT
Ha JIeKaIlid B OCHOBE Ae()eKT, OJHAKO IPU Hell JOCTUTaeTCs KJIM-
HUUYECKOe M3JIeUeHIe PaxXmuTa W YJIy4YIlleHhe T'MCTOJIOTHM KOCTeil.
JleueHne caemyeT HAUMHATDL KaK MOKHO PaHbIIe, YTOOLI M30e/KaTh
IedopMal KOCTel.

O6BIUHO PeOeHOK MJIAAIIIEr0 BO3pAacTa JOJIKEeH IoJaydaTh ocda-
eI B KosmmuectBe 0,5-1 r/cyT, crapiiero Bospacta — 1-4 r/cyr. s
9TOTO UCIIOJB3YIOT pacTBop Koau (IByxocHOBHOI (hocdhaT HATPUS
136 r/n1 u docdopuas Kucmaora 58,8 r/ia), B cocTaB KOTOPOTO BXO-
out 30,4 mr/mu ¢ocdaros, miau Kamcyabl (Neutra-Phos), comep-
skamue mo 250 mr gocdopa B kancyse. Hasmauaror mo 5 miI uepes
4 u, a 5-KpaTHBII IIpUEM B TeUeHUEe CyTOK 00ecIleurBaeT BBeJeHIE
760 mr docaros. IIpu s3TOM romMeocTas He HapyIlaeTcsd, TaK KakK
TIOUTH BCSA 034 BBIBOAUTCS C MOUOM 3a 24 d.

OcHOBHBIM TO0OYHBIM 5(PEKTHIM IIpu BBedeHuu (Gocdaros
SIBJIAETCA Auapesi, KoTopad IIpeKpalnaeTcsa CIOHTaHHO.

Bsegenune amanora Buramuaa D He06X0AMMO IJIs TIOJTHOT'O BOCCTA-
HOBJIEHUSA CTPYKTYPBbI KOCTH U IIPEeNyIIPEKJIeHUA BTOPUYHOIO T'U-
nepnapatupeonnusma. Ilpu sToii popMme 3a00IeBaHIA KJIACCUUECKH
sButamuH D, Hasuavamm B nose 2000 ME/(xr/cyr), T.e. 50000-200000
ME/cyT (1,25-10 mr), HO Bo3HHMKAaJ runepButamuHo3 D c¢ medpo-
KaJIbIMHO30M, I'MIIePKaIbIIneMuei 1 moBpeskaerremM rmouek (Chesney,
2004). ITosTomy B mocJieftee BpeMs CTAIN BBOAUTDL AUTHIPOTAXIIC-
tepost B nose 0,02 mr/(xr/cyr) miu 1,25(0H),D, (kambruTpuos, po-
KasbTpoJi) B nos3e 50-65 ur/(xkr/cyt) (Chesney, 2004).

Kpome Toro, mpu mamuoii ¢hopme 3ab0jIeBaHUSA YCTAHOBJIEHA
JOCTATOYHO BBICOKAaA d3PPEeKTUBHOCTL AKBaJeTpHUMa B CYTOUHOI
mose 30000 ME (I1.B. HoBukos u coast., 1997).

Pesyabrare!l jJeueHnsa runodochaTeMUUecKOoro paxmura, CIIemd-
JIEHHOTO ¢ X-XPOMOCOMOM, ¢ IIOMOIITBI0 KaJbIiuTpuoia (B mo3e 9-
54 ur/kr/cyr) u pocdaros (B oze 30-180 Mr/Kr/cyT) CBUAETEb-
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CTBYIOT, UTO 3()(peKTUBHOCTh 3aBUCUT OT BpPeMeHHU HadaJa Tepa-
muu (Makitie et al., 2003). Jleuenue, HauaTOE B pAHHEM BO3pacTe
(0,2-0,6 mer), 60ee a(ppeKTUBHO, UeM JeUueHre, HauaToe B BO3pa-
cte 1,3-8 jger. OmHaxko Ja)ke pamo HAUaToe JieueHre He HOPMaJIu-
3yeT pasBuTHe KocTHOro ckeisera (Makitie et al., 2003).

ITpu nanHOM BapuaHTe runogochareMrIecKOro paxmuTa nIoKa-
3aHO BBeIEHINE THAa3UIOOBBIX IUYPETHUKOB, KOTOPBbIE€ YCHJIINBAIOT
peabcopOIInio KaJbIINA U CIIOCOOCTBYET ero HaKOILJIEHUIO B KOC-
Tax. I[JIsT 9TOro MCIoIbL3YIOT TUAPOXJIOPTHASU (TUIIOTUASUL) Per
0S B CJIeIYIONTNX JO3UPOBKax: <6 Mec — 1mo 3 Mr/Kr/cyT; 6 mec —
2 roga — 1-2 mr/kr/cyr, Ho He Oosiee 38 mr/cyrt; >2 mer — 1-2
Mr/Kr/cyT, HO He 6ojsee 100 mr/cyr. C 310 Ke IeJILI0 TpUMe-
HaoT amuaopun (mo 0,2 Mr/Kr, HO He 6ojsee 5 MT/CyT).

VrKasaHHOe JieueHNe CIIOCOOCTBYEeT YMEHbBIIIEHUIO IIPOABISHUI
paxura uepes 6-8 mexn (Roth, 2003).

B mocnenmee BpeMsa B JauTepaType HOSBUJINCH COOOIIEHUA 00
YCHEIITHOM HMCIOJIb30BaHUU IJIA JIeUeHUs TUIiodochaTreMuuecKoro
paxmuTa, CIeIlJIEHHOTO ¢ X-XPOMOCOMOM, KOMOMHAIIMI IIPEIapaTos,
BKJIIOUATOIIEH KaJIbIIUTPHUOJ, pochaT 1 peKOMOMHAHTHEIN UeI0Be-
yeckuii ropMoH pocrta (Schutt et al., 2003; Haffner et al., 2004).
IIpumenenne ropmoHa pocTa y GOJBHBIX 000CHOBAHO, IIOCKOJBKY
IpU JAHHOM IIaTOJOTMK HAOJIIOHAeTCs HeJOCTATOUHLINA POCT pebeH-
Ka, 4TO MOXKeT OBITH CBSAZAHO C AeHUIINTOM IOPMOHA POCTa B Opra-
Husme. IIpuMeHeHMe KAaJabIIUTPHOIA, pochaTa 1 PEKOMOMHAHTHO-
ro uesioBeueckoro ropmoua pocra (rhGH) y GonpHBIX rumodocha-
TEMUUYECKHUM PAXUTOM, CIEeIJIEHHBIM ¢ X-XPOMOCOMOIi, B TeUeHMNe 3
JieT ObLIO JOBOJIBHO yememrubiM (Schutt et al., 2003).

Hemasuo Haffner u coast. (2004) coobmiuiu o pesyabTaTax
JeueHusa 3 gereil mpemyOepraTHOTo Bo3pacta (9,4-12,9 mert) c
runogochaTeMUIIECKIM PAXUTOM, CIIEIIJIEHHBIM ¢ X-XpPOMOCOMOM,
C IOMOIIbI0 KaJabmuTpuoia, pochara u rhGH. Ilpu sTom per os
HasHaAvaJIu KaJbIUTPUOJ B mose 1-1,5 MKr/cyTt m docharsl — B
mose 0,8-2,1 r/cyr, a rhGH — mogko:xuo B go3e 0,33 Mr/Kr B
HeJIeJ 0. AHa/IN3 HMOJYYEHHBIX Pe3yJIbTATOB IIOKA3aJj, YTO IPH-
menenne rhGH npuBoguT K yBeJIHMUYEHHUIO POCTA BCeX HAOJIIOmAB-
muxcd geTeii B cpeqHeM Ha 6,2 cm (B mpegenax 5,3-9,8 cm). Ilpu
STOM IPOJOJIBLHBINA POCT TYJIOBUINA AETEH CTUMYJIAPOBAJICS 060JIb-
e, 4yeM yBeanuenue JiuHbl HOT. [Ipumenenne rhGH B Teuenue
6 Mec IIOBBIIIIaeT MaKCUMAJILHYIO peadbcopbiuio ocdaToB B Ka-
HaJIbI[aX ITOYEK OTHOCUTEJIbHO BEJIMUYNHBI TJIOMEPYIAPHON (PUIIb-
rpanuu ¢ 0,53 mmoab/a go 0,67 MMOJIB/JI, a TaK:Ke YBeJIMUUBA-
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eT KoHIleHTpanuio gochaToB B cEIBOPOTKE KpoBu ¢ 0,7 MMOJIL/JI
mo 0,9 mmoas/a (Haffner et al., 2004). Iloayuenubie pesyabTa-
THl YKa3bIBAIOT Ha HEOOXOAMMOCTh HPOBEIEHUA TaJTbHEHITUX
HCCJIeJOBAHUIM.

HacaencrBennslii runogochareMuuecKuii paxuT, COUeTaIO-
muiicsa ¢ runepraasnuypueii. OueHb peIKUNl T€eHETUUYECKU Je-
TePMUHUPOBAHHLIN BapUaHT BUTAMUH D-pe3suCTEHTHOrO paxwu-
Ta, TeUeHMEe KOTOPOTO XapaKTepuayercd rumodochareMuein u
TUHepKaIbIInypueii, a TaKiKe ayTOCOMHO-PEIeCCUBHBIM TUIIOM
HacaenoBaHus. Buepsrie onucad Tieder et al. 8 1985 r. B 60.b-
IT0# ceMbe 0emIynHOB (5 MaIbUMKOB 1 1 JeBOUYKA).

ITHOJIOTHA M MAaTOoreHes. /[0 HaCTOAIIero BpeMeH! reHeThYec-
Kuil gepexT, JeXKallni B OCHOBe HacJIeJCTBEHHOro ruiogdocda-
TEMUYECKOTO PaXUTa, COUETAIONIerocs ¢ TUIlepKaIblinypuei,
ocTaeTcsa Hems3BeCcTHBIM. OOHAKO YUYMTHIBAsA, UTO peabcopOIius
¢dochaToB B IOUYKAX TPOUCXOIUT IPEUMYIITECTBEHHO C TOMOIIHIO
Na-dochatroro conmepenocunka Ila Tuma (Npt2), JoxanrusoBan-
HOTO B MeMOpaHaXx IeTOYHON KaeMKHU MIPOKCUMAJbHBIX KaHaIb-
IIeB, TO IIOJAraioT, YTO UMeHHO MyTamnuu reaa NPT2 orBeTcTBeH-
HBI 3a PaA3BUTHE HATOJOTHUHU. ¥ OOJBbHBLIX ObLIN UAeHTHU(DUIINPO-
BaHBI MYTaIllUM B 9K30HE 7 U 3aMeHa HYKJIEOTHIa B MHTPOHE 4 B
reae NPT2 (Jones et al., 2001), uTo, KaK CUUTAIOT, MOXKET IIPU-
BOIUTH K OMOXUMHUYECKOMY (PEeHOTUITY, XapaKTepHOMY IJs T'H-
modochaTeMUUECcKOro paxmuTa, COUETaIONIerocsa ¢ TUIIePKaIbIT-
ypueit (runmodocdareMusi, yBeJIndeHne YPOBHA KaJbLIIUTPUOJIA,
TUIEePKATBIINYPHUI).

Kauanueckue nposasiaenus. Hauanbuable mpusHaku 3a0oJieBa-
HUSA TPOABJIAIOTCA MeXXKIY 6 MecArlaMu u ( TogaMu »KU3HU. Bosb-
HbIe OOBIYHO JKAJTYIOTCA Ha 00JIb B KOCTAX U IOABJIeHHUE nedopMa-
UM HUKHUX KOHeuHOocTel. [ledhopmariia MoOXKeT BKJIIOYATh genu
varum wmiam genu valgum. WX IOMOJHUTEIBHBIX OCOOEHHOCTEH
00JIe3HU MOJKEeT OBITh 3aJeprKKa POCTa, MBIIIeUHAs CJaa00CTh, a
TaKKe PEeHTTeHOJIOTHUeCKre MPU3HAKY PaXmUTa WM OCTEOIIeHUN.

B otauume oT Apyrux 0oJiesHel, IIPU KOTOPBLIX HAOJIOmAaeTCs
CHIKeHUe peabcopbiiuu GocdaToB B KaHAILIIAX IIOUYEK, Y 00JIb-
HBIX C HacJeJCTBEHHBIM runodochareMmnyecKUM PaxmuTOM, COUe-
TAIOIIMMCS C TUMNEPKAJIbIUYyPUel 3HAUUTENIHbHO IIOBLIIIEH YPO-
Benb 1,25(0H),D, B coiBopoTKe KpoBu. B pesynbrare mosbiIie-
HUS B CLIBOPOTKE KPOBU YPOBHS KaJBLIIUTPUOJA YBEJINUNBAETCS
TIOTJIOINEeHEe KaJILITUS U3 TUITeBapUTEIHLHOTO KaHaja, UYT0, B CBOIO
ouepenb, YBeJIUUMBAET HATPy3Ky Ha IIOUKU U yrHeTaeT aKTUB-

90



aBa 4. lnnogpocparemmyeckni paxmTt

HOoCcTh IITT. Bece 3TO mMpMBOAUT K THIEPKAJBIINYPUU, KOTOpPas
HabaomaeTca y 60abHBIX (Tabma.15).

Jleuenne. OcobenHOCTEL (hapMaKoTepannu runodochareMmuuec-
KOT0 paxmura, COUeTaloIIerocsa ¢ TUIepKajJbIInypueil, Korma nMe-
eTCA IUIepPKaJbIuypusa, U30bITOK sHAoreHHOoro 1,25(0H),D, u
HEUYBCTBUTEJIbHOCTD K 9K30M€HHOMY BUTAMUHY D, COCTOUT B TOM,
YTO MOKAa3aHbI TOJBKO HeopraHumueckue gocparsl. OOBIUHO I
JleueHUA Ha3HAYAIT BBICOKME a03HI (ocharor (1-2,5 r/cyr). B
pesyJbTaTe Tepannu ucuesasa 60Jb B KOCTAX, CYIIECTBEHHO YJIy4-
mIajgach cujia MbII. Kpome Toro, y 60JbIIMHCTBA OOJBHBIX HA-
6JII0IaJI0Ch YCKOPEHME POCTAa M YMEHBINIAJINCHh PEHTIeHOJIOTYeC-
KHe Ipu3Hakm paxuta (B Teuenme 4-9 mecsanes). OpgmHakro, mHe-
CMOTPA Ha 0JIarOIPUATHEIE PEe3YJIbTAThI, 9TO JIeUEeHNE TOJTHOCTHIO
He M3JIeUMBAET OCTEOMAJISAIINIO W, IT09TOMY, HEOOXOAUMBI Tajb-
HeHIlre MCCaeNOBaHNUA, YTOOBI BHISICHATDH JOCTATOYHO JIK TOJIb-
KO npuMeHeHHUs (ocdaToB AJd JIeueHUs: 3a00/IeBaHIA.

AyTOCOMHO-TOMUHAHTHBIH THUNO(ochaTeMUUIECKUIl PaXuUT.
JlOBOJIBHO pENKUM INeHeTWUYEeCKU NeTePMUHUPOBAHHBIN BapuaHT
BUTAaMUH D-pe3ucTeHTHOI'0 paxmuTa, TeUeHre KOTOPOro XapaKkTe-
pusyercsa runoochareMmueil 1 ayTOCOMHO-TOMUHAHTHBIM TUIIOM
HAaCJIeJOBAHUS C HEIIOJHOH ITIeHETPAHTHOCTHI0. AyTOCOMHO-IOMU-
HAHTHBIN TUII HAcJIeLOBAHUS rUIIodochaTeMIIeCKOro PaxmuTa ObLI
Brepsbie onucad Prader et al. B8 1961 r.

Idtuogorua u maroreHe3. CoryiacHO COBpeMEHHBLIM IpPeICcTaB-
JeHUuAM, B OCHOBE 3a00JIeBaHUA JIEXKUT MyTaIlis reHa, MeCTOIIO-
JIO}KeHMe KOTOPOTro UAeHTu(MUIIMPOBAHO Ha Xpomocome 12pl3 Ha
18 cM unTepBasie me:xay Mmapkepamu D12S100 u D12S397 (Econs
et al., 1997). YkasaHHbIl I'eH OTBETCTBEHHEI 3a cUHTE3 (DaKTO-
pa pocta pubpobdsactoB-23 (fibroblast growth factor-23; FGF23).

B macrosamee Bpemsa cemeiictBo FGF Britouaer 23 pasimu-
HBIX 0eJIKa, KOTOPBIe ABJISIOTCA MPOAYKTAMU Pa3lNUYHBIX T'€HOB
u umeroT 10 53% romosorun. Buosornueckas akrusuocts FGF
paszoobpasHa. OHU ABIAIOTCA MUTOT€HAMU IJIS PA3INYHBIX KJe-
TOK HeHWPOSKTOAEePMATHLHOTO ¥ ME3eHXNMAaJbHOTO IPOUCXOKIe-
HUS, IOTEHIINAJbHBIMIA MUTOTEHAMU U CTUMYJISTOPAMU AHTHO-
reHesa, IMOAAEPKUBAIOT U CTUMYJIUPYIOT Tu(dHepeHITuPOBKY KJIe-
TOK PasJNYHBLIX HEHPOHAJNBHBIX TUIIOB in vivo m in vitro. FGF
crumyaupyetr cuntes JIHK u meneHue pasamuHBIX KJIETOK Me-
3eHXUMAaJbHOTO TPOUCXOKIEHUI, BKJIOUAA TJIATKOMBIIIIEUHBIE
U KJIETKH COCYAUCTOTO SHIOTEJUSI.

Yro kacaerca FGF23, To sTo 0eJI0K, NMEIOIIIUI MOJIEKYIAPHYIO
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maccy oxkoso 26 kDa, BKIoUaromuii B CTPYKTypy 251 aMUHOKMC-
JIOTHBIH ocTaToK. JKcipeccus FGF23 BeIpaskeHa IIpeXkje BCETO B
KOCTAX, HO TaKyKe 1 B cepjre u neueHu. Kpome Toro, FGF23 mpu-
CYTCTBYeT B IUPKYJALNN Y 3I0POBLIX Jromeit (Quarles, 2003Db).

FGF23 aBisercsa BaXHBIM pPeryaaTopoM (GocdopHOro romeoc-
tasa u metabonusma suramuna D (Inoue et al., 2005). B uactuo-
CTH, YCTaHOBJEHO, uTo FGF23 yBennunBaeT mouyeuHbIil KJINPEHC
dochaToB B pesysbTaTe cHUKeHUA sKcupeccuu Na/Pi-comepe-
"Hocuuka Ila Tuna B moukax. IIpu sTOM yBe/imueHne sKCKpPeIuu
¢ochaToB ¢ MOUOII IPOUCXOAUT HA (DOHE HOPMAJIBHOT'O MJIU CHIU-
’KeHHOTO ypoBHA Kaibrurpuosa (1,25(0H),D,) (Inoue et al.,
2005). Cnenyer ormeTuTrh, uTo meiicrBue FGF23 ma peabcopb-
nuio gocdara B mourkax He 3aBucuT ot IITT.

Kpome Toro, memaBao Yamashita et al.(2002) mokasaim, uro
FGF23 moBosabHO ObIcTpo (B TeueHue 1 u) mHrubupyer peabcopod-
nuio pochaToB B IPOKCUMAJbHBIX KaHAJIbIIAX IIOYEK IIyTeM MUTO-
reHHOM aKTUBauu KnHasHoro Kackazga (MAPK — mitogen-activated
protein kinase pathway), B uacTHOCTH aKTHBHUPYS curHaabHbI ERK
(extrcellular signal-regulated protein kinase pathway) u p38, xo-
TOPBIE UTPAIOT YPE3BLIUAHO BAXKHYIO POJIb B IIPOIECCE CTPecca,
BOCIIQJIEHUA, amonTo3a U Au(depeHnInpoBKI KJIETOK.

ITonarator, uro FGF23 cBa3bIBaeTca 1 aKTUBUPYET IIOBEPXHOCT-
HbIEe PEIeNITOPHI — PEIeNTOPHbIE TUPO3NH-CIIen(hmuecKre TPOTEeH-
KMHA3bI, KOTOPLIE OTHOCATCS K KaTaJIUTHUECKUM OeIKaM-perenTo-
paM, OJHOKPATHO IPOHUBLIBAIOIIMM MeMOpaHy. KaTamuTuuecKuii
JIOMEH HAXOAUTCS C BHYTPEHHEe! CTOPOHEI ILIa3MaTHYeCKO MeMOpa-
el (Yamashita et al., 2002). IIpu cBsi3pIBAHNY JIUTAHIA OHU aKTH-
BUPYIOTCA U IlepeHocAT (ochaTryio rpynmy oT ATP mHa ruapoxkcuiib-
HYIO TPYIIY THPO3MHOBOI'O OCTATKA B OIPEAe/IeHHBIX OeIKax.

IToaTBepsKaeHEeM BasKHOU (pusuosoruueckoii poau FGF23 B
peryaamnuu GocopHOro roMeocTasa SABJIAIOTCSA JaHHLIE, MOJIY-
YeHHbI€ Ha SKCIEPHUMEHTAJLHOM MOJEJN Y MLIIIEeH ¢ HapyIlleH-
HoOM sKcupeccueit FGF23. B uacTHOCTH, Y MBIIIEH, Je(UIIUTHLIX
mo Fgf23, nabatonaercsa runepdocdareMusa U MOBLIIIIEHHBIN YPO-
BeHb Kanbnurpuoa (1,25(0H),D,) (Jonsson, 2005). Kpome Toro,
OpY BBEIEHHNM WHTAKTHBIM MBIIIIAM AHTUTEJ, OJOKWPYIOIIHIX
Fgf23, mpoucxoauT 3sHaunTeJIbHOE IIOBLIIIIEHIIE YPOBHA (docdo-
pa u 1,25(0H),D, B cerBopoTke KpoBu (Jonsson, 2005).

CiiemoBaTeIbHO, PA3BUTHE AyTOCOMHO-TOMUHAHTHOTO I'UIIO(OC-
daTeMUUeCKOr0 paxmuTa OOYCJOBIEHO TOUEUHOM MyTallueil B
FGF23 (ADHR Consortium, 2000), B yacTHOCTH B apruHuHe
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176 unmu B aprunuae 179. 3tu aprunmabl cocTaBasioT RXXR
YUYaCTOK pacIellieHuA U MyTalluy B JIIOOOM M3 9TUX apTUHUHOB
3aIIuIaioT 0eJOK OT Aerpaganuu (IIpoTeosin3a), IOTeHITNATbHO
yBeanuuBasg KoHmeHTpanuio FGF23 B mupKyadamum g0 KPUTH-
YeCKOIr'0 YPOBHS, YTO IIPUBOAUT K IIOBBIMIEHHOU IIOTepe (pocda-
ToB moukamu (Jan de Beur, Levine, 2002; Imel, Econs, 2005).

Kannnueckue nmpoaBiaeHnda. 3a0oaeBaHNUe B JeTCKOM BO3pacTe
IPOSABJSETCA IPU3HAKAMU paxuTa, rumodocdaremueii 1 BbIpa-
JKeHHOU nedopmariueit HMKHMX KoHeuHocTeid. Ilocie mosoBoit
3pPeJIOCTH OCHOBHBIE IIPOABJIEHUA 3a00JieBaHUA CBA3AHLI C THIIO-
docharemMuuecKkoii ocTeoMaIAer. ¥ 60JIbHBIX HAOIIOMaeTCI TaK-
JKe ¢Jab0CTh, YCTAJIOCTDh, 00JIL B KOCTAX U IIepeoMbI. XapaKTep-
HOIT 0COOEHHOCTBIO ABJIAETCA JecHeBoi abcrecc. [lo HacTosAIero
BpeMeH! MPpU3HAKU 3a00JeBaHUA OTMEUATINCHh TOJMHLKO Y TeBOUEK.

AyTOCOMHO-TOMUHAHTHBIN TUiodochaTeMUIecKU paXuT XapaK-
TepusyeTtcd rurofocharemueii, pocharypueit, HOpMAJILHBIM COLEP-
JKaHWeM KaJbITNS B CLIBOPOTKE KPOBU U MOYe, HOPMAJLHLIM YPOB-
HeMm 25(0OH)D u Huskoi Konmenrparnuei 1,25(0H),D, B cerBopoT-
Ke KpPOBH, a TaK:Ke HOpMaJbHBIM coaepskaHueM IITT (Tabs.15).

Jleuenue. IIpUHIUIILEI U TOAXOABl K JEUEHUIO OOJBHBIX ayTO-
COMHO-IOMHUHAHTHBIM IuirogochareMuYeCKNM PAXUTOM CXOIHbBI
C TaKOBBIMU Ipu rumnodochaTeMUIeCKOM PaXUTe, CIIEIJIEHHBIM
¢ X-xpomocomoii. OGBIUHO JieueHMe BKJIIOUAeT HasHAUYeHUe per
os KombOuuanuu gocdaroB u BuTammua D. YuuThiBasg moHHMA-
Hue Mexanusma gerictsusa FGF23, B manbHeiiniem OyayT paspa-
0aTLIBATHLCS HOBBIE TePAIlleBTUUYECKUE MOAXOMbI.

PeneccuBHasa runogocdaremusa, crerjieHHasg ¢ X-XpPOMOCO-
Moi. 3aboJieBaHUe SABJAETCA OSHHM U3 KJINHUKO-IATOI'€HEeTH-
YeCKMX BapHMaHTOB runodocpareMudecKOr0 paxmuTa, TeueHU’e
KOTOPOT'O COIIPOBOKIaeTcsa rumodochareMueii, TUIEePKAIbIIIY-
pueii, IpoTenHypuei, He()POKAJIBIIMHOZ0OM U (OPMUPOBAHUEM
XPOHUYECKON ITI0OUeUHON HEeJOCTAaTOYHOCTMH.

ITHOJOTHA U MAaTOreHe3. B ocHOBe pasBUTHsA 3a00JIeBAHUA JIe-
JKHUT MYTAaIlis T'eHa, OTBETCTBEHHOTO 3a CUHTe3 0eJIKa XJIOPIPOBO-
namntero nonHoro xKanajma-5 (CLCND). YkasaHHBI T'eH pacmojara-
ercsa B X xpomocome (Xpll.22), umeer pasmep oxoJio 25 kb u
cocrouT u3 12 sx30H0B (Bolino et al., 1993). I'ex sKcpeccupoBan
Ha KJeTKaX IPOKCUMAaJbHBIX KaHAJIbIeB mouek. Hambosiee BbIpa-
JKeHa ero 9KCIIpeccus HUKe T'PAHUIIBI IIeTOUYHON KaeMKH.

Yacrora CLCNbH myrtamnuii B 00Ileli IOIYJIAIINN HaCEJEeHI
HemsBecTHa. MyTaiuu B 9TOM T'eHe BBISIBJIAIOT BO BceM Mupe. B
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Anouun 70% pgereii ¢ mpoTemHYypHed HUSKOMOJIEKYJISAPHBIMUI
benxamu HecyT myTaruio storo rera (Lloyd et al., 1997).

XaopupoBogsaiuii noHHbIH KaHaia-5 (CLCNbH) mpexncrasiser
co00i1 0eJIOK, COCTOAINUMA n3 746 aMHUHOKMCIOTHBIX OCTATKOB U
uMeronuii 12 TpancMeMOpPaHHBIX JOMEHOB, KOTOPhIEe ITPOHM3LIBA-
10T MeMOpaHny u (opMuPYOT mopsl (puc.21). Yepes sty moOpHI,
cjIiefys KOHIIEHTPAIIMOHHOMY IPagUeHTy, M30MpPaTeIbHO IIPOXO-
mar aanousl (Jentsch, 2002). CLCN5 urpaer BayXHYIO POJIb B BO3-
OymumMocTH MeMOpaH KJIETOK, TPAHCAIIHUTEINAIBHOM TPAHCIIOPTE
¥ BO3MOYKHO B peryusanuu oobema xjaetok (Lloyd et al., 1997).

CLCNb B OCHOBHOM JIOKAJIM3yeTCsA B MeMOpaHax BHYTPUKJIE-
TOUYHBIX KOMIIADTMEHTOB 1 CJHYKUT Kak «Cl — IIyHT» B 9HIOIU-
TOTHYECKHUX HY3bIPhKax, obecIeunBasi BO3MOMKHOCTDL aruaudu-
Kanuu 0e3 3alpelleHHOro pasgeseHusl 3apsaIoB IIOIePeK Be3u-
KyJasapHoi memOpans! (Jentsch, 2002).

Y 00JIBLHBIX C pelecCUBHON rumodocdareMueii, CIeIIEHHON ¢
X-XpOMOCOMO#, BBHISABJISAIOTCA PAa3JIMYHBbIE THUIILI MYTAIlHil reHa
CLCNS5, B uacTHOCTH, MHCCEHC MyTaluu (3aMeHa HYKJIEOTHUIA B
KOAUPYIOIE YyacTu reHa, Beayliad K 3aMeHe aMHHOKICJIOTEL B
COOTBETCTBYIOIIeM 0eJIKOBOM HPOAYKTE), HOHCEHC MyTarnuu (3a-
MEeHA HYKJEOTHAA B KOAUPYIOINEH YacTH TeHa, COIPOBOKIAI0-
masicsi obpasoBaHMeM CTOI-KOJOHAa) M WMHcepnuu (BCTaBKa cer-
menra [HK). B Hacrosmiee BpeMsa y GOJBHBLIX C PEIeCCUBHOI
runodocharemMueii, CIEIIEHHON ¢ X-XPOMOCOMO, BBIABJIEHEBI
(puc.21) 3 moucenc myranuu (W279X, R648X, R704X), 5 muc-
cerc mytanuu (G57V, L200R, S244L, S520P, G506E) u 1 un-
cepruda (.30H) (Lloyd et al., 1997).

VkasaHHbIE MyTallud U3MEHAT (QYHKIIMOHUPOBAHUE XJIOP-
MIPOBOIAIITNX MOHHBIX KaHaIoB-5 (CLCNS) B IpoOKCUMANbHLIX U
YAaCTUYHO B OHCTAJBHBIX KaHAJbIAX IIOUEK. JTO HPUBOLUT K
HapylIeHno peabcopbrunu nouoB xJjopa (Cl) B mpoKcuMaIbHBIX
KaHaJbIaX IIOYEeK U APYTUX AHHOHOB.

Kax usBecTHO, B HOpMe BblaeieHIe (hochara ¢ MOUOM COCTABIIAET
meree 20% OTHMILTPOBAHHOIO KOJHMYECTBA, HO €ro peadcopOrus
ITPOUCXOIUT TOJIBKO B COIIPOBOKIEHUY peabcopOIiiy HATPUs, IIyTeM
2JIEKTPOHEHUTPATBbHOTO KoTpaHcmopTa (T.e. 2 moHa Na® Ha 1 moH
docdara) uepes anTUKaAJILHYI0 MeMOpaHy (IIIeTOYHYIO KaeMKY) B Ha-
YaJIbHOM YacTH IPOKCHUMAaJIbHOrO KaHaibsa nmouek (K. Jlor, 2005).

MoXHO IPEeAIIoJ0KNUTh, UTO ¥ OOJBHBIX C PEIleCCUBHOI THIIO-
docharemueti, cremyieHHON ¢ X-XpOMOCOMOM, HapyIleHnue QPyHK-
muu CLCNS mpuBosuT K cHuKeHuio nocrymieHusa Cl' B KjiaeTKu
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Puc.21. Cxema xn10pnpoBoAsLLLEero MOHHOMo kaHana-5 (CLCNS)
(S.E. Lloyd et al., 1997)

MIPOKCUMAJIbHBIX KAHAJBIEB, YTO COIPOBOXKIAETCA HAPYIICHUEM
noctyiieHuss oukapbonara HCOO- B mpocBeT KaHalbIla U HEIO-
cTaTOUHBIM oOpasoBanmeM H', meobxommmoro mjs oomena Nat,
IOCKOJIBKY ceKpernus H' B OCHOBHOM IIPOMCXOIUT IyTEM AHTIH-
nopra ¢ Na't (K. Jlor, 2005). B pesyabTaTe 9TOro B MPOKCUMAJb-
HBIX KaHAJIbIIaX IIOUeK HapyIlnaeTcsa peabcopoiusa gocdaToB, UTO
OpUBOAUT K runodochaTeMun.

Kpowme Toro, morepa pyuknuu CLCNS B mpokcuMaJIbHBIX Ka-
HaJIbIIaX IIOYEeK U cHUyKeHmne peadbcopruu Cl- moryr, B cBOIO oue-
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penb, IPUBOAUTEL K CHUMKeHnIo peabcopbuuu Ca?t u rumepraib-
MUypUN.

OHAKO YKa3aHHBIN MeXaHN3M He MOKET 00bSICHUTD IIPONCXOK-
[IeHIe IPOTeNHYPUU 1 HAPYIIEeHNEe BLIICJIEHUS HU3KOMOJICKYJISAP-
HBIX IIPOTEHMHOB C MOUYOM, KOTOPhIe HAOIIOAAIOTCA ¥ OOJBHBIX C pe-
meccuBHOM rumogochareMmueii, CIEIIEHHON ¢ X-XPOMOCOMOM.

Kax msBecTHO, peabcopOIia IIPOTEMHOB IPOTEKAEeT IO MeXa-
HU3MY aACOPOIIMOHHOTO WM PELEeNTOP3aBUCHMOr0o SHIOIIMTO3a
(K. Jlot, 2005). ITpoTenH, HaXOAAIIUIICSA B KaHaJblle, CBSI3bIBA-
eTCsI COo cIenn(PUIEeCKUMY YIYACTKAMU HA allMKAJIbHON MeMOpaHe
KJIETOK IPOKCHMAJbHBIX KAHAJIBIEB, 3aTeM 9TH YYACTKU IYTEM
SHIOIIMTO3a MOTJIOMIAIOTCA KJIETKON 1 TPAHCHOPTUPYIOTCA K JIU-
30CO0MaM, B KOTOPBIX IPOTEMH PACIIEILIAETCS 10 aMUHOKKCJIOT,
OCTaBJIAIIINX KJIETKY uepes OasojiaTepalabHYyI0 MeMOpaHy. 3a-
TeM MECTA CBA3BIBAHUA IIPOTEHNHA BCTPANBAIOTCA 00PATHO B allu-
kampayio memoOpany (K. Jlor, 2005).

ITosromy, mo muenuto Lloyd et al. (1997), nHapyinenne QyHK-
muu CLCN5S B mpokcHUMaJIbHBIX KaHAJbIAX IOUYEK YV OOJBHBIX C
petieccuBHOII runo(ochareMuei, CIielJIeHHO ¢ X-XPOMOCOMOI,
MIPUBOAUT K M3MEHEHUIO cekpernnu H' 3a cueT CHUIKEHUA aKTUB-
HocTu H*-AT®aspl u HaAPYIIEHUIO HOTJIOIEHUA HU3KO MOJEKY-
JIAPHBIX IIPOTEMHOB.

Kauanueckue mpodaBiaeHus. 3abojieBaHME XapaKTepU3YeTCs
PasIMYHBIM HapyllleHneM QPYHKINY KAaHAJbIEB II0UYEK, KOTOPhIE
IPUBOIAT K (POPMUPOBAHUIO KaMHell (HedpoauTuas), rumodoc-
daTeMuUEeCKOMY PAXUTy WUJIU OCTEOMAJISAIINN, IIPOTENHYPUHU 10 3
r/CyT, TUIEPKAIBIUYPUN U HePPOKaAIbIUHO3y. MHOrma MOXKeT
HabJII0JaThLCA reMaTypPus, IIIOKO3YPHUs, aMUAIIUAYPUs, HapyIie-
HIe KOHIIEHTPAI[MOHHOI CIIOCOOHOCTH IIOUYEK U yMEPEeHHOe CHHU-
JKeHre KJupeHca KpeaTuHuHa. IIo Mepe mporpeccupoBaHusA 3a-
0oJIeBaHUSA MOJKET (POPMUPOBATHLCA XPOHMUECKAS IMOUeUHAs He-
IOCTATOYHOCTDH, KAK MPABUJIO, Y B3POCJBIX.

I 60JBHBIX € pelleccuBHOM runodochaTemMueii, ClieIJIeHHOH
¢ X-XpoMOCOMOM, THINYHO CHUKeHue peabcopbiiuu ¢pocdaToB B
IPOKCUMAJbHBLIX KaHAJbIAX IMOUEK, HO, B OTJIMULE OT OOJbHBIX
¢ runodochaTeMIUIECKUM PaXxUTOM, CIHEILJIEHHBIM ¢ X-XPOMOCO-
MOﬁ, BBIABJIAETCA THUIEPKAJbIUYPUA W IIOBBIIIIEHNE YPOBHA
1,25(0OH),D, B cerBopoTKe KpoBu (Tabs.15).

Jleuenue. IIpobaema ahdheKTHBHOrO JieueHUsa OOJILHBIX C pe-
meccuBHOU rumodocdaremMueii, CIenJaIeHHON ¢ X-XpOMOCOMOM, 0
HACTOSIIIEr0 BpeMeH! He pelleHa.
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I'unodocdaremuuecknii paxurT, CBA3aHHBIA C OILyX0JbI0 (OH-
KoreHHbIll paxut). OueHb pemkoe 3abojsieBanue. B smTeparype,
Haumuasg ¢ 1947 r., onucamo 120 60JbHBIX ¢ IPHU3HAKAMI PAXUTA
M OCTEOMAJIAINM, CBA3AHHBIMU C OIIYXOJbI0 ME3€HXHMAJIbHOI'O
IIPOUCXOMKICHNA M MCUE3ABIINME II0CJIE ee VIAJeHU.

ITonararoT, YTO OIYyXO0JIb, JIOKAJIHU3YIOIIAsCA B MeCTax, 3aT-
PYIAHAIOININX €e TUATHOCTUKY (MeJKue KOCTH KHCTel, cToIl, ab-
IoMUHAJIbHAA (Paciius, IPUIATOUHLIE MA3yXW HOCA U TJIOTKH),
BBI3BEIBaeT (pocharmedpuniuTayo GopMy paxmuTa. ITa OMYXOJb
I00POKAYECTBEHHAS U BhISIBJIAETCS, KAK IIPABUJIO, Y€PE3 HECKOJIb-
KO JIeT IIOCJI€ Pa3BUTHUA PaXHUTA.

Ituojorusa u narorede3. OHKOreHHBIN PaXUT ABJIAETCS IPHU-
o0peTeHHBLIM runodochaTeMUIeCKUIM CUHAPOMOM, CBA3BAHHELIM C
CceKpelnreil Me3eHXNMAJIbHLIMU OIIyXOJIAMY (paKToOpa, Ha3BaHHO-
ro «pocparonnu» (Jan de Beur, Levine, 2002). ITosarator, uro
dochaToHNH MHTHOUPYeET peabcopbiIio pocdhaToB B IPOKCUMAJIbL-
HBIX KaHaJbIIaX IIOYEeK M HapyIlaeT CHMHTe3 KaJbIuTpuoja. B
pes3yJjbTaTe BO3HHUKAaeT ruioochareMmusa, HapyIliaeTcsa MUHeEpPa-
JIN3AINA KOCTel U PAa3BUBAETCA PAXUT WK OCTEMAJIAIINA.

B macrosiiee BpemMsa yoeaguTeIbHO IIOKA3aHO, UYTO POJhb pocda-
TOHMHA MOJKET BBINOJHATH (PpaxkTop pocra PubpobdaacToB-23
(fibroblast growth factor-23; FGF23), mocKoJIbKY IIPX OHKOr€H-
HOM paxmuTe Ha KJETKAaX OIIyXoJiell HaOJIaeTcs IIOBBIIIIEHHAS
SKCIIpeccusl TeHOB, o0ecHeumBAaIOINX WHTEHCUBHBIN CHUHTE3
onyxoabrio FGF23, ypoBeHh KOTOPOTO B CHIBOPOTKE KPOBU yBe-
auuuBaerca (Quarles, 2003a; Carpenter, 2003). IIpu sTom 1mo-
KasaHo, uto FGF23 cmocobeH cHIKATL YPOBEHb CLIBOPOTOUHOTO
dochopa u yBenuuuBaTh 9KCKperuio docdopa ¢ mouoit. OgHaKo
MeXaHU3M, C IIOMOIIbI0 KoToporo FGF23 nurubupyer TpaHCIOPT
(docharor B mouxkax ocraercda HemsBeCcTHBIM. OZHAKO HeZaBHO
Ob1710 IOKa3aHo, uTo BBeaenue 1,25(0H),D, meimam 6s1cTpo yBe-
JnuuBaeT 0ojiee ueM B 2 pasa yposeab FGF23 B cuIBOpoTKe Kpo-
BU U B 4 pasa yBeauuuBaer skcupeccuio FGF23 B koctax (Liu et
al., 2006). 9T maHHBIE MOTYT CIYKUTbH IIOATBEPKICHUEM, UTO
1,25(0H),D, aBnseTca BasKHBIM DEryJATOPOM CHHTE3a OCTe00-
agactamu FGF23, pusuogornueckasa pojib KOTOPOTO MOJKET 3aK-
JIOYAThCA B IPOTHUBOAeMCTBUU (PochaTypruiecKOMy T'OPMOHY,
uyTOOBI MOAAEPKUBATE (hOoCHATHBIN roMeocTa3 B OTBET HA BUTA-
muu D (Liu et al., 2006).

Emme ogauM (paxTOpOM, IIPEeTEHAYIONIMM Ha PoJb (PochaTOHMHA
IIpA OHKOI'E€HHOM paxuTe, SABJISAETCS CeKperupyemsblii frizzled-css-
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saHubIN nporenH-4 (secreted frizzled-related protein 4 — sFRP-4),
SKCIIPECCHA KOTOPOro OOHAPYIKEHA HA OITYXOJISIX 1 B CBIBOPOTKE KPOBU
(Berndt et al., 2003). IIposenennnie HemaBHO Berndt et al. (2003)
KCCJIEIOBAHMSA IIO3BOJIUINM YCTAHOBUTh, UTO B KYJLTYpPE SIINTEJIH-
aJbHBIX KJeTOK nouek SFRP-4 crienmugpruecky nHrn6upyeT HaTPUii-
3aBUCHMbIA TPAHCIIOPT (pochaToB, a ero BBeJeHNE 3/I0POBBIM KPBI-
caM cmycTs 2 daca B 2,5 pasa yBeJIUUMBAEeT (PPaKIIMOHHOE BbIIeJe-
HIe Heopraumueckoro ¢ocdara mouxkamu. Ilpu sTtom yposers TAM®D
B MOUe M BbIJeJIeHIe KaJbIlisd ObLIM Hen3MeHHEI. IIpmuem okasa-
J0och, uTo SFRP-4 murubupyer peadbcopOIiinio HeopraHunuecKkoro ¢oc-
dara mouKamMu C IIOMOILBI0O MEXAHHU3MOB, KOTOPhIE HE 3aBUCAT OT
piausanA Ha akTuBHOCTE IITT (Berndt et al., 2003).

Kpome Toro, 6nL10 mokasano, uto uHbpysus sFRP-4 3mo0poBbIM
KpbICAM B TeueHMre 4-8 U MPpUBOAMIA K YBEINUESHUIO S9KCKPeInn (oc-
¢aToB ¢ MOYOI M CHUXKEHMIO YPOBHA (hocdhopa B CHIBOPOTKE KPOBU
(c 1,95+0,1 mo 1,53+0,09 mmomab/m, P<0,05). Omnako sFRP-4 me
BINSAJ HA ypoBeHL 10,25-murnapoKcuBUTaAMMUHA D B CHIBOPOTKE
KPOBHU, AKTHBHOCTD II0YEYHOM 10-THAPOKCUIA3HI X KOHIIEHTPAIIIIO
docharHo-HaTpueBoro Korpaucroprepa (Berndt et al., 2003).

Brepnenne sFRP-4, kaK ObLIO YCTAHOBICHO B SKCIIEPUMEHTE, IIPO-
THBOAENCTBYeT aKTHUBAINY CUTHAJILHOrO Iyt Wnt, 4To IIposBIseT-
cA YMEHBITIEHWEM [3-KaTeHWHA B TTOYKAX W yBeJIUYEeHWEeM KOHIIEHT-
paruu ochopuarpoBaHHOTO [B-KaTeHnHa. BeposiTHO, CBSA3LIBAHNE
CUTHAJIBHBIX MoJeKyJa Wnt ¢ frizzled-pernenropamu craduimusupyer
BHYTPUKJIETOUHBIN [3-KaTeHUH, Mpeaympekaas Aerpajaliuio U CHU-
skas pochopuaurpoanue [-karenuna (puc.22). IToswierue docho-
punupoBaHusa [3-KaTeHuHa moATBep:KAaer, uro SFRP-4 saBisercs
aHTATOHUCTOM JaHHOro Irytu merabosusma (Berndt et al., 2003).

Taxum ob6pazom, sFRP-4 o6iazaer dochaToOHUH-TIOLOOHBIMU
CBOMCTBaMU, IMOCKOJIBKY STOT MUPKYJIUPYIOI[UHA IPOTENH BBI3bI-
BaeT (pocarypuro u runodocharemMruo, HO KOMIIEHCATOPHO yBe-
JauYmBaA ypoBeHb 10,25-murnapoxkcuBurtamMmuna D.

B nocrenmee BpeMs OBLIO TaK’Ke YCTAHOBJIEHO, YTO IPU OHKO-
FeHHOI OCTEOMAJISIIIMY B OMYyXOJM HaOJIIIAeTCs IIOBBIIIIEHHAS
skcupeccus reaoB MEPE, pacmosoxeHHBIX B Xpomocome 4921 u
KOOUPYIOMIUX (PochOrIuKOIPOTENH dKCTPAILEJIIIONAPHOTO MAaT-
purxca (Martix Extracellular PhosphoglycoprotEin — MEPE),
KOTOPLII cIIocOoOeH yrHeTaTh peadbcopobiinio gochaToB B KaHAIL-
max mouek (Quarles, 2003b; Cho et al., 2005).

B nopmanbubIx yeaoBusax MEPE skcrpeccupoBaH B KOCTHOM
MO3re, TOJIOBHOM Mosre m Koctax (Jain et al., 2004). Kpome
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Toro, MEPE B 60JIbIIIOM KOJIMUECTBE SKCIIPECCHUPOBAH HA OCTE00-
JacTax u octeonurax. Ilpuuem ero sxcipeccusa BO BpeMeHHU CKO-
opauauposarna ¢ PHEX (Bresler et al., 2004). Kak 0n1y10 ycra-
HoBjeHo, MEPE okxassiBaeT ocharypuueckuii ap(PeKT U MHTHU-
oupyer muuepanusanuio (Bresler et al., 2004; Rowe, 2004).
Omnako skcnpeccua MEPE yrmeraerca 1,25(0H),D,, O mpm
BBeJeHnn pekombunataoro MEPE yposens 1,25(0H),D, B cbiBo-
porke KpoBu Bospacraer (Bresler et al., 2004).

Yposess MEPE B CHIBOPOTKE KPOBU Y 370POBBIX JIIOAEH CO-
craBiseT 476+247 HT/MJI U ero YPOBEeHb 3HAUNTEJIHLHO CHU)KAET-
ca ¢ yBeaunueHueMm Boapacrta (Jain et al., 2004). ITpu sTom ypo-
BeHb MEPE 3HaunTeIbHO KOPPEJHPYET ¢ KOHIleHTpaIruei ¢goc-
¢opa u IITT B CBHIBOPOTKE KPOBU, a TaKiKe C MUHEpPaJbHON
ILIOTHOCTBIO KocToii (Jain et al., 2004).

Henmasuo y 60JIBHBIX OHKOTEHHOII OCTeOMAaJIAIMeil ObIJ oOHa-
PYKeH ellle OAWH BO3MOKHBIN KaHIUIAT Ha POJIb (pochaToHMHA.
WM oxasanca daxTop pocra ¢pubpodaactos-7 (FGFT7), KoTophlit
TaKKe CII0cO0eH yrHeraThb TpaHCIOPT ¢GocdaToB B IMOUKAX
(Carpenter et al., 2005).

Taxum 00pasoM, IPU OHKOTEHHOM PaXUTe OIMYXO0Jb YCUJIEHHO
SKCIIPpECCUPYET U CeKpeTupyeTr Ieinbiii pan daxrtopoB (FGF23,
sFRP-4, MEPE), xoropsle obimamaioT ¢ochaTypudecKoil aKTUB-
HOCTBHIO ¥ O0YCJIOBJIMBAIOT rumodocharemMuio, a TaKkKe MHIMOU-
PYIOT MUHEPaJIMU3aIui0 KOCTHOTO cKejeTa (puc.22).

IIpe:xme Bcero, ciemyer OTMETHTDH, UTO IIPW OHKOTE€HHOM pa-
XUTe HapyIlleHle MUHepaInu3auu KocTeil MOKeT OLITh CBSIBAHO
¢ ayroxkpuHHBIMHU 3 dekTamu FGF23, KoTophIil yuacTByeT B pe-
TYJIAIUY MUHEePAJIN3alluu cKejaeTa, JeHMCTBY S yepes SKCIPECCUIo
reda Phex u/uinm yepes meraboJim3M OEJIKOB SKCTPAIELIIOJIAD-
HOro Marpukca (9I1M), BoBIeUeHHBIX B IIPOIeCCHI MUHEpaJIn3a-
mun (puc.22). B HacTosAlllee BpeMsa KOCBEHHOE IIOITBEPIKACHUIE
yuacTusi 000uxX MeXaHM3MOB, IMOCcKOJIbKY FGF pernentops! mpu-
CYTCTBYIOT Ha 0CTe00JacTaX U XOHIPOIIUTAX, KOTOPhIE MOT'YT OBLITE
mesbio aas geiicrBuss FGF23 (Quarles, 2003b).

Yro xacaercsa sSFRP-4, To ou ABisgeTcs BHEKJETOUHLIM aHTAa-
TOHHCTOM IJdA Iepenaum curHajgoB Wnt. Wnt mosker B3aumo-
IeficTBOBATh C KOMILIEKCOM PEIeNITOPOB, COCTOANIINX UX Pellell-
TopoB frizzled-cemeiicTBa u LDL perenropos, ¢BA3aHHBIX C IIPO-
reuHamu (LRPs), =woropwie Briuarouator LRP-5 um LRP-6.
CaasbIBaHUE U CEKBECTPAIlMA CUTHAJBHEIX MOJIeKyJa Wnt ¢ sSFRPs
npenoTrBpairaeT Wnt-saBUCHMYIO aKTUBAITNIO KOMILJIEKCA Pellell-
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Ph haturi
o ther e FGF-23 Subtilsin-ike
systemlc effects l proprotein convertase
Autocrine FGF-23 7—» FGF-23
effects breakdown
Wit sFRP-4
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\.]J'. PTH PHEX
| Frlfzzled recephor FGFR substrates
. - B
AR5 L o b : : v
PHEX
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[-catenin
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.
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DLtk Extracellular matrix mineralization
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Pnc.22. OCHOBHblE MEXaHW3Mbl HapYLLEHUS MUHepanmM3aumm KOCTU NPy OHKOreHHOM
paxute (Quarles, 2003b)

MNMpumeyanne. LRP — receptor-related proteins; Wnt — ceMencTBo CUrHanbHbIX MOJIEKYT;
Frizzled — peuenTopbl cemencTea curHanbHbix monekyn Wnt; PTH receptor — peuentop MTT;
FGF-23 — dakTop pocta pmnbpobnactoB-23; FGFR — peuentop ¢paktopa pocta pnbpodna-
ctoB; sFRP-4 — cekpeTupyemblii frizzled-cesasaHHbiin npoTenH-4 (secreted frizzled-related
protein 4); MEPE - ¢ocdhormkonpoTenH akCTpaLeiioNsapHoro matpukea; G.o — o cyobe-
ovHuua G 6enka

topoB frizzled/LRP. [laHHBII MeXaHU3M SABJISETCS YPE3BbIUAL-
HO BasKHBIM JJIA 3amycka Wnt curaHajibHOroO KacKaja, KOTOPBIA
y4acTBYeT B PETYJIAINNN IIPOIlecCOB mpoaudepanuu, nupdepeH-
nupoBKHU 1 amontosa (Quarles, 2003b).

Kpowme Toro, ussectHo, uro Wnt curmajapHas cucTeMa BOBJIE-
YyeHa BO MHOJKECTBO IIPOIECCOB, PEryJUPYIOIINX IPOIECChl KOC-
TeoOpasoBaHusa, a frizzled-6eIKu ABIAIOTCA PEIENTOPAMMU IJIsA
Wnt-nmuraggoB. IlosaTomy mmosaraioT, YTO CUTHAJIBHBIN ITyTh Wnt/
-raTeHuH WMeeT BaKHOe 3HAUEHWE [Jid MUHEPAJIM3AINU KOC-
reir (Quarles, 2003Db).
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Kak usBectHo, Wnt curajpbHasi cucTeMa KOHTPOJUPYET MACCY
KOCTHOTO cKejiera. B arom ormomrenuu, Glyl71Val myramnus 8 LRP-
5 cmocoOCTBYeT BBICOKOM ILIOTHOCTH KOCTH I3-3a IIOBBIIIIEHHOTO
ocTeobacTaMu (POPMUPOBAHIA KOCTH, TOTa Kak paspyinenue LRP5
BeleT K YMEHBIIIEHUIO Ipoardepaiu 0CTe00JIaCTOB M HU3KOH KO-
crHOiT Mmacce (Quarles, 2003b). Ha ocHoBanum sTuX HAOIIOIEHUI,
MOJKHA IIpeAmnojaraTh, 4TO IPH OHKOoreHHOM paxute SFRP-4 cmo-
cobeH yraerath Wnt-zaBucumoe (hopMHpOBaHNE KOCTH, YTO B CBOIO
ouepenh YMEHBIIAeT MOTPeOHOCThL coxpaHeHUH (rochara MoUKaAMU
(Quarles, 2003b). CooTBeCTBEHHO HAIIPaBI€HHAS MHTUOUIIASA CHUT-
HasbHOTO TIyTH Wnt/B-KaTeHWH MOYKET BECTH K JIeCTabuIn3aIinuu
B-xKaTeHMHa M HAPYIIIEHUIO TPOIIECCOB MUHEPAIU3AIINUA KOCTEH.

Oco0o ciaenyeT MOOUEPKHYTh, UTh OJHUM W3 BAXKHBLIX DJIEMEH-
TOB MHUHEPAJM3aIUU SKCTPAaIeIoJApHoro MaTpukca (IIIM)
KOCTH HMeeT KaaxepuH-KaTeHnHoBas cucrtema (E-kKagxepun, d-
KaTeHWH, -KaTeHuH), KOTopas obecleuynBaeT CBSA3LIBAHUE OCTe-
OIIMTOB MeXXIy coboii. Bemox E-kagxepuH cOCTOUT M3 TPexX Uac-
reii. OnHa YacTh HAXOAUTCSA BHE KJIETKH, CIeNYIOINAs PacIIoJio-
JKeHa B MeMOpaHe, U TpeThbd — BHYTPH KJeTKu. Hapy:KHbIe
BHEKJIETOUHBIE YacTH MOJIEeKyJa E-Kanxepuua, IpuHAIIEKAII[IM
COCeHUM KJETKAaM, B3aMMOJEeHCTBYIOT MEXIY co00i mpu yuac-
TUH WOHOB KaJbIIUA U 00Pa3yIOT CKPEIKU MEKAY KJIETKAMMH.
BryTrpennaa yacte E-KagxepuHa cBA3BIBAeTCA C OJHUM M3 KOH-
OB BHYTPUKJIETOYHOTO [3-KaTeHWHA, a APYTroi KOHEIl MocaeHe-
ro — ¢ MOJIeKyJol O-KareHuHa. HaxoHel], O-KaTeHUH B3auMO-
IeCTBYET C IIUTOCKEJIKTOM KJaeTKu. O0pasyeTcs »KeCTKaA CTPYK-
Typa, (PaKTUUYECKU CBA3LIBAIOINAS MEXKIy CO00il CKeJeTHBIe
00pas3oBaHUs BCeX KJIETOK SIIHUTEJUS B €IUHYIO CHCTEMY.

Baxxnoe smauenme B (popMupoBanum KocTu umeor G Genku,
KOTOpbIe B HEAKTUBHOM COCTOSHUY OOBIYHO HAXOAATCA BOJIM3HU [3-
agpeHepruyeckKoro permemnropa. @aKTUYECKM OHU IIPEICTABJIAIOT
co00i1 KOMILTIEKC, C(POPMUPOBAHHLIN 13 3-X PA3JIUUYHBIX CyOHeau-
HUII, Ha3BaHBIX O, B u Y. lo akTUBanuu Bce TPU CyOHETUHUITHI
cBsizaHBEI BMecTe. Korma perenTtop ak THBUPYETCS IPHUCOeINHEHN-
eM JuraHjga, Ha 0 cyOhbeJUHUIEe IPOUCXOMTUT OOMEH I'yaHO3MHIU-
docdara (GDP) na ryanosuntpudochar (GTP) (orkyna u tepMus
G 6eisok). IIBa cocrossuua G Oenka (AKTUBUPOBAH WM HEAKTUBU-
POBaH) OIIPEAeIA0TCA I'YaHNHOBLIM HYKJIEOTUIOM, KOTOPHII OH B
ITAHHBII MOMEHT CBsA3biBaeT. HeakTuBHBIH G 0eJIOK CBS3BIBAET
GDP, akrtuBHbIl cBasbiBaeT GTP. Byayuym B aKTHBHOM COCTOS-
HuMu, G 0eJIOK IepefaeT CUTHAJBI Jajiee B KJIETKY.
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O6pasosanue komiuiekca GTP ¢ o cyobenununeii G 6enka (G 0O-
GTP) cTumynupyeT amgeHUJIATIINKJIA3Y, UTO CIIOCOOCTBYET yBe-
audennio (B 20 pas u 6osee) ypoBHA nukandeckoit AM® (cAMP)
U BRICBOOOKIeHUIO hocdopa. IIpu sTtom cAMP akTuBHpyeT mpo-
TENMHKNHAa3y An MOJMKEeT y4YacTBOBATh B peaid3dallild MHOTI'UX
dusuosIoOrnuecKNX peakIuaAx, HAIPUMEpP paciajie IJIHKOreHa,
pesopOIiuy BOABI, YBEINUEHN YaCTOThI CEPAEUHBIX COKpAaIlleHnii
1, UTO Hanbojiee BaXKHO B pe3opOIuu KocTtiu. Kpome Toro, B moc-
JiegHne Iroabl BbIACHEHBbI MEXaHU3MBbl YyU4aCTUA BG Cy6"be,ZII/IHI/I]_IBI
G Gesnra B peryiaanun aktusHocTu K™ m Ca?' Kamasos.

CaexyeT oTMeTuTh, uTo G O€JIOK OCTaeTCs B aKTUBHOM COCTO-
SIHUU TOJIbKO B TeUeHHe KOPOTKOro IIepHoaa BpeMeH! (CeKYHIbI
WJIX MeHbIIIe), Iocje uero oH aeochopuInpyeTcs ero coOCTBEH-
"ot GTP-a30ii. TOT rUAPOSIN3 IPEACTABISIET MEXaHU3M OTPU-
IaTeJbHOI 00pPaTHOM CBA3M, KOTOPHIHA 00ecIIeunBaeT KpaTKOBpe-
MEHHOCTh HaxoKkJaeHus G 6eJKa B aKTUBHOM COCTOSHUU.

Kaunnueckue nposasiaenus. Bobable rumodochareMuuecKumM
pPaxmuToM, CBSIBAHHBIM C OIIYXOJIbIO, KAJIYIOTCA HA 00JIb B KOCTIX
¥ MBIIMIIAX, 4 TAKMKE MBIIIEUHYIO CJa00CThb. ¥ HUX OTMEUYaIOTCA
HEKOTOpbIe APyrue IPU3HAKK PAXWUTa U/UJIA OCTEOMAJIAINN, a
Tak:Kke WHOTAA HaOJIOZAIOTCA IIEePEeJIOMBI MJIWMHHBIX TPYOUaTBIX
kocteit (Nelson et al. , 2001).

IIpyu pPEeHTreHOJIOrnYeCKOM KCCJIEIOBAHNIN BBIABJISIOTCSA IIPU3HA-
KU FeHepaIM30BaAHHOM OCTEOIEHN, IICEBA0IIEPEIOMbI 11 OrpPyOJIeHe
TpabeKyJI, a Takxe pacinupenasie suudussl (Nelson et al. , 2001).

TeueHne OHKOTeHHOTO PaXNTa COIIPOBOKAaeTcA rumodocda-
TeMueit, runepdocharypueii, rIUMTHEeMUEH U TIUITUHYPUEH.
IIpu sTom ypoBers 25(OH)D B chIBOpOTKE KPOBUM HE M3MEHS-
ercs, a 1,25(0H),D, cuuxaercsa, HO OBICTPO HOPMAIU3YETCH
mocJe ynajgenusa onyxoiu (tab6ia.15). Kouienrpanusa KaabIius
u IITT B ceiBopoTKe KpoBu 00bIuHO B HOopMe (Berndt et al.,
2003). CunraioT, 4YTO HOBLIM KJIMHWUYECKUM U JabOpPaTOPHBIM
MapKepoM OHKOTE€HHOTO paxuTa ABJsgeTcsa ooHapyxkenne FGF23
(Nelson et al., 2003).

ITociie omeparuu mcue3aT 00Jb U MUOIATHUA, KOTOPEIE IIPU
OTCYTCTBUH JIeUEHI MOTYT IIPIKOBATh pedeHKa K mocteau. Kpome
TOT0, II0CJIE€ OIIEPATHUBHOIO JI€UEeHNI BOCCTAHABINBAETCA YPOBEHb
dochopa u 1,25(0H),D, B CBIBOPOTKE KPOBHU, a TaKsKe IOBBIIIA-
eTca peabcopbrua (ochaToB B KaHanbiax mouek (Carpenter et
al., 2005). Ietsam ¢ MprOOPETEHHBIM HJIX IIO3SHO PA3BUBIINMCS
runodochaTeMUICCKIM PAXUTOM 00s3aTe/JILHO IPOBEIeHe PEeH-
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TreHOrPa(pMIeCKOro MCCAeNOBAHUA W/UJIN CKAHNPOBAHUSA KOC-
TeH C IIeJbI0 BLISBJICHUS OIIYXOJIHU.

Jleuenue. Heobxomnumo omepaTuBHOE JieueHUne onyxouau. Ilpu
HEBO3MOXKXHOCTH €€ yIAJeHUA NI MeTaCTa3MPOBAHUY IOKAa3aHO
KOHCEPBATHBHOE JIeUeHNEe, KOTOPOe BKJIOUAET Ha3HAUYEHUE per
os Kanenurpuona (1,25(0H),D,) B mose 1,5-3 MKr/cyT u BBefe-
Hue docdaToB B 103e 2-4 T/CyT.
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SAKJTIOYEHUE

Ho HacrosIero BpeMeHu IIpodjeMa paxXuTa B JeTCKOM BO3pacTe
OCTaeTCs ONHOM 13 HamboJjee aKTyaIbHbBIX, IIOCKOJIBKY HAOII0AeTCs
ero IIUPOKAas PACIPOCTPAHEHHOCTh 1 3HAUNTEJIHLHO BBIPAYKEHHBIE
KJIUMHUYECKe TOCIeICTBUA. PaXnUT MOKeT ObITh KaK CaMOCTOSATE b-
HOII HO30JIOTHEM, TaK W CHUHIPOMOM, HAOJIIOZAEMBLIM IIPH MHOTMX
3abomeBanuax. Hanbomee 000CHOBAHHLIM OIpee/IEHIEM PAaXUTa KaK
OTHEJILHOM HO30JIOTUH, IO HAIIIEMY MHEHUIO, ABJIAETCA CJIeIVIOIIee.

Paxut — rpynma 3a6ojieBaHUH IETCKOTO OpraHM3Ma, CBSI3aH-
Has ¢ HeJOCTAaTOUHBIM HOCTYIJIEHHMeM BuUTaMuHa D uiu Hapyle-
HUEeM MPOIIeCCOB ero MeTabon3Ma, IPUBOAAIMUMU K M3MeHe-
HUIO Pas3JMUYHLBIX BHUAOB OOMeHa, B IMEepPBYIO ouepedb (ochopHo-
KaJILIIIEBOT0, YTO O0YCJIOBJIMBAET IIOPaKeHWe MHOTHX OPTraHOB
W CHCTEM, TJIaBHLIM 00pa3oM KOCTHOTO CKeJIeTa.

B HacrosIiee BpeMs pasJauyuaioT TPU OCHOBHBIE KJIMHUKO-IATO-
reHeTuuecKkue popMbul paxurta (Tabsi.16): Buramun D-neurinTHBINH
paxut, BuTaMuH D-3aBUCUMBIN (IICEBOOAEUITUTHDBINA) PAXUT U TH-
nmodochaTeMuuecKuil paxuT (BUTaMUH D-pe3UCTEeHTHBIN PaxuT).

W3 yxkaszaHHBIX (OopM paxmuTa Hambojee UYaCTO BCTPEUAETCS
BuTaMuH D-IeUIIUTHLIA PaXUT, KOTOPLIHA ABJSETCS pPes3yJbTa-
TOM HECOOTBETCTBUS MEKIYy MOTPEOHOCTIMI MHTEHCUBHO PaCTy-
IITero opraHmsMa pebeHKa U HOCTyIJIeHneM BuTamMuHa D u apy-
TUX HYTPUEHTOB (KaJbIIUH U AP.) C TUITEH WU HeJOCTATOUHBIM
ero obpasoBanueM B opranusme pebenka. CiemoBaTeJbHO, BUTA-
MuH D-medunutubiil paxurT — 3abojeBamnue MHTEHCUBHO PaCTy-
IITero JAeTCKOr0o oprammsMa, o0yCJIOBJIEHHOe HApYIIIEeHWeM pery-
aanuu GochopHO-KaIbIINEeBOr0 00MeHa 1 MUHEePaJIU3aIuu KOCT-
HOM TKaHM B pesyJjbTaTe gedurnura sButamMuHa D.

pyrue KIMHUKO-IIATOTeHETHUUECKE BapUAHTLI paXuUTa BCTPeE-
YaloTCA Peke, IMOCKOJbKY SBJSIOTCA CJEACTBUEM T'eHeTUYEeCKU
JTeTepMUHUPOBAHHOTO HapYyIleHusA MeTabou3Ma BuTamuuHa D. B
YaCTHOCTH, BUTAMUH D-3aBUCHMBIII PaXHUT XapaKTepPU3YyeTcA re-
HeTUYEeCKU MTeTepMUPOBAHHBIM HapyIlIeHMeM MeTaboJi3Ma BUTA-
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3aknoyeHne

muHa D u/uau aKTUBHOCTHU €T0 PEIlelITOPOB, UTO IPUBOIUT K U3-
MeHeHUNI0 GochopHO-KATBIINEeBOT0 OOMeHAa 1 KOCTHOM CHCTEMBI.

Tabnuvya 16
KnuHuko-nartoreHeTnyeckme ¢popmbl paxuTta B 4,€TCKOM BO3pacTe
ButamuH D-pedbununTHbIN Butamut D- o
paxuT 3aBMCHMbIV PAXUT 'vnodocdaremumyecknin paxumt
Mepwvopn 6onesHn: Butamun D- M'mnodocdaremmyeckunii paxur,
Ha4yanbHbIN, pasrapa, 3aBNICUMBIN CLenIeHHbIN ¢ X-XPOMOCOMOWM
penapauuvn, paxuT | Tna
OCTaTO4YHbIX BNIEHUN
CreneHb Tsaxxectu: | - Butamun D- AyTOCOMHO-AOMUHATHbIN
nerkas, Il - cpegHe- 3aBNCUMBIN runopocdareMmyecknii paxmT
Taxenas, lll-taxenasa paxut Il TNa
XapakTep TeveHus: HacnepctBeHHbI rmnodocdaremm-
OCTpoe, NoJocTpoe, YEeCKWUN paxuT, coYeTaloLMnes ¢
peuvansupylollee runepkanbLmypmei
PeueccuBHas runogpocoharemms,
cLensieHHas ¢ X-XpoOMOCOMOWM
M'mnodocdareMmyeckmin paxmT, CBA3aH-
HbI C OMYXONbIO (OHKOrEHHBIA PaXNT)

OTIebHOM KIMHUKO-IIATONeHEeTIUeCKOoM (DOPMOIi 3a00IeBaHMS SAB-
JseTrca runogochaTeMUUeCKU PaXUT, TeUeHre KOTOPOTO COITPOBOK-
JaeTca KJIMHUYECKUMHU OPU3HAKAMI PaxXUTa U BbIPAXKEHHOH THIIO-
docharemueiir. O0paTHOE pa3sBUTHE 3TOH (GOPMBI paXUTAa TPYIHO IIO-
JIaeTcd JIEUEeHWI0 OOBIYHBIMH I03aMM BUTAMHHA D, IT03TOMY OUYeHb
YacTO ero HasbIBAIOT BUTAMUH D-pes3rcTeHTHBIM paxuTom. OmHAKO
Heo0XOAMMO OTMETHUTD, UTO 3Ta (popMa HeomHOpOoAHA 1 rumodocda-
TEMUYECKUH PAXUT IPEACTABJISIIOT IPYIITY IaTO(PU3MOJIOTTIYECKH Pas-
JUYHBIX 3a0osieBanuii (Tabs.16). B Hacrosiee BpeMs B IpyIny I'-
nogochaTeMITUeCKOro paxuTa BKJIOUYaroT runofochareMmuuecKuii pa-
XWUT, CIEIJIEHHBIH ¢ X-XPOMOCOMOM, ayTOCOMHO-IOMUHATHBINA
runogochaTeMrUUecKN paxuT, HaCJeACTBEHHBIN rurnodocharemMu-
YeCKUI paxuT, COUETAIOIIUNCA C TUTIEPKAIbIINYPHeil, perieCCUBHYIO
runogocdaTeMuio, CIEIIEHHYIO ¢ X-XPOMOCOMOM, 1 rutrodocdare-
MUYECKUHN PaXUT, CBASAHHBIN C OITyXO0JIbI0 (OHKOT€HHBIA PaXUT)

Taxum 00pasoM, PaXUT MPEACTABJIEH TOBOJBHO I'eTePOTeHHOM
I'pyImoii 3a0oJeBaHu, pa3BUTHE KOTOPLIX O0YCJIOBJIEHO PAa3HBI-
MU 3TUOJIOTUYECKUMHU (paKTopaMU U ITaTOTeHEeTUYeCKUMU MeXa-
HU3MaMM, UTO HeOOXOAUMO YUUTBLIBATL HPU Ha3HAUEHUU Jiede-
HUS U TIPOBEIEeHUN ITPOPUIaAKTUUECKUX MEPOIIPUITHHA.
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