HAM IIALIYT

© Pviekun A.U., 2014

A.U. PriBKUH

K TTATOTEHE3Y PAXWUTA V AETEN

Kadeppa nepuarpuu u Heonatororuu VIO, 'BOY BITO «MBaHOBCKas rocypapCTBEHHAS MEAUITUHCKAS aKaAEMUI»
M3 PO, r. MiBanoso, PO

Rivkin A.L

ON THE PATHOGENESIS OF RICKETS IN CHILDREN
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PaccmoTpeHbI BOIPOCHI BO3PACTHBIX 0COOEHHOCTEN MHHEPAJIH3AIUYU CKeJIEeTAa B HOPME U IIPU PaxuTe.
Bricka3aHO cy:kJeHHEe O CTPYKTYPHOIl Je30praHu3anui KoJLIareHa M HapyNIeHHuSIX TOPMOHAJBHO-
MeTa00JMYeCKUX B3aMMOCB3ell, HMEeIINX MHOrO()AKTOPHYIO IPUPOY BOSHUKHOBEHUS (HAPYILICHUS
o0MeHa 0eJiKa, JKMPA, YriI€BOIOB, IMOJUTMIIOBUTAMHHO3, U3MEeHEeHHs (DePMEHTATUBHON aKTHBHOCTH,
meuIUT MaKpOIProB M amua03), COCTABJISIOIIMX OCHOBY MOCJIEIYIOUUX HapyureHuii ¢ocdopHo-
KaJIbI[HEeBOro MeTafoJm3Ma IIpu paxure.

Knrouwegste cnosa: paxum, 0e30p2aHu3ayus KOLLAZEHA, MeMABOAUIM, Pa3bl 0OcmeozeHe3a, demu.

The article describes age characteristics of skeletal mineralization in health and rickets. It dis-
cusses structural disorganization of collagen and hormonal and metabolic interrelationships with
multifactorial origin (metabolic protein, fat, carbohydrates; polyhypovitaminosis, enzyme activity
changes, macroergs deficit and acidosis) that form the basis of subsequent violations of calcium
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and phosphorus metabolism in rickets.

Paxwur, kak 3a6oseBanue, U3BECTEH HA IPOTAKEHUN
MHOTUX crojieTuii. [TosiHOe KIMHNYEeCKOe U IaTOJI0TOaHA-
TOMHYECKOE OIKCAHNE ero CAeJaHO aHIINNCKUM OpPTOIe-
nom Ppencucom I'mucconom erre B 1650 r.

Bosbmiaa pabora, mpoBoguMas meauaTpaMu IIo IPo-
buIaKTUKe U JIeUeHUIO PAXUTA, IPUBeJa K SHAUNTEIHHO-
My YMEHBIIIEHUIO CJIy4YaeB 9TOro 3a00JIeBAHUS, B OCHOB-
HOM 3a CUeT TsMKeJbIX ero (popm. B To ke Bpems jerkue
U CpemHEN TS'KEeCTH IPOABJIEHUA 00JI€3HU BCTPEYAIOTCSA
ele IOBOJBHO 4YacTo. VI HUKaKMe COBPEMEHHBIE [OCTHU-
JKeHUsI B 00JIaCTU M3YUYEHUs IPeIpacloiaramiiux dax-
TOPOB 1 MeXaHU3MOB, OIIPeleJIA0INUX CYIIIHOCTb paxura,
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OpraHM3anuoOHHO-METOANYECKIX OCHOB €r0 PO MIaKTh-
KN U JIeYeHUA He CMOIJIM U3MEHUTHh JAaHHYI0 CUTYyaIlUuIO
[1, 2].

Cy1ecTByIollje INPEACTABJIeHUA O IIaTOTeHEeTHUYe-
CKUX MEeXaHU3MaX Pa3BUTHUA PAXUTA B OCHOBHOM KacaroT-
CfA JIUIIb BOIIPOCOB MUHEPAIN3aluU CKeJeTa U He MOTYT
aTh yIOBJIETBOPUTEJIBHOTO OTBETAa Ha PAJ BOIPOCOB,
TaKUX KaK:

® [I0UYeMYy OIITUMAaJIbHBbIE YCJIOBUA OPraHU3aIlyuu II1UTa-
HUA, yX0Ja M NPOPUIAKTHUKMN paxuTa y [JOHOIIEHHBIX
IeTel He MPeyIPEKAAIOT Pa3BUTHE 3a00JIeBAaHUA?

® Io0YeMy KJINHUUYECKUEe IPOSIBJICHUS PAXUTA C BBICO-
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KOl 4acTOTO BCTPEUYAIOTCA He TOJIBbKO y XOPOIIO PacTy-
X JOHOIIEHHBIX JeTell, HO W y MJIAJeHIeB C XPOHU-
YeCKUMHU PacCTPONCTBAMU MUTAHUS, HETOHOIIEHHBIX, C
MOCJIeICTBUAMY TTepUHATAAbHBIX mopaskenuit [ITHC?

® TOUEMY JIeTHU, ITIePeHecCIre PaXUT B PAaHHEeM BO3pac-
Te, COCTABJSAIOT I'PYIINY PHUCKA II0 PASBUTHIO B IIOCJIEIYIO-
1IeM Pa3JINUYHBIX OCTEOTIEHNUECKUX COCTOSTHUT?

Kak MBI mosaraem, B JAHHOM CJIyuae Pedb MOIKET
UATA O CYIIEeCTBOBAHWU KAKWUX-TO APYTUX W3MEHEHUIH,
BO3HUKAIOIUX B OPraHU3Me dTUX JeTeil U COCTaBISIONINX
OCHOBY IJIs TIocJienyfomux Hapyiienuit P/Ca romeocrasa
¥ TIPOITeCCOB OCCU(DUKAIIUN.

C Harreil TOUKU 3peHNUA, K TAaKUM QYHIaMEHTATbHBIM
U3MEeHeHUAM, O0BbeIUHSAIOINNM BCe BBIIIEIIePEeUnCIeH-
HBIE CUTYaIlluH, OTHOCATCS CTPYKTYPHAS 1e30pTaHn3aInsa
KoJLIareHa U HapyllleHue TOPMOHAIbHO-MeTa00TUUECKIX
B3aMMOCBsA3eH, pPeryaupymomux ero MophodyHKIHO-
HaJIBHYIO OHOPOJHOCTD.

IToaTBep:KIeHEM BTOMY CJIYKAT CYIIEeCTBEHHO
MeHAOIUNCA MPU PaxXUTe COCTAB TIUKOIPOTEUAOB 3a
cueT MOBBINIEHUA O- ¥ CHUKeHUdA [- u y-pparnuii [3], a
TaKKe yBeJWUeHUe KOJHUYecTBa TeKco3, HeHpaMUHOBOM
¥ CHAJIOBOH KMCJIOT B KPOBU, ABJSIOINUXCA IPOAYKTAMU
pacmiemienusa Mykomoaucaxapugos (MIIC), mpu oxHo-
BPEMEHHOM CHMIKEHUU YpoBHA HelTpaiabHbiXx MIIC B
CTpoMe IIeUeHU, ITOUEK U CeJIe3eHKU, UYTO CBUETEIhCTBY-
eT 0 HapyIIIeHHOM CHUHTe3e mocaenuux [4, 5].

ITo mepe pasBuTuaA 3a60JieBAHUSI MEHSIETCA W COCTaB
KoJLmareHa KOCTHOM TKaHU: YMEHbBIIIAaeTCs YPOBEHD CoJie-
pacTBOpUMOi (hpaKIuu 3a cueT 6oJiee GLICTPOTO Iepexoaa
ee B HepacTBOpUMYIO [6], yMeHbIIIaeTcss CKOPOCTEH BKJIIO-
uyeHHuA B Hero raunuHa Cl4 | 4To IPUBOAUT K yBeIUUYEHUIO
YPOBHS CYMMAapHOTO KoJIIareHa B KOCTSAX U YCUJIECHUIO
9KCKPEIUU OKCUIIPOJIUHA C CYTOUHOI Mouoii [7].

Ponb cTpyKTypHOI [esopraHmsanuy KoJliareHa B
Pa3BUTUY PAXUTA IOATBEPIKAAETCS OOIITHOCTEHIO (haKTOPOB
PHUCKa Pa3sBUTHUSA KaK AUCILJIA3UU COEANHUTEIHLHON TKaHH,
TaK ¥ CaMOTO PAXMUTa; TECHOI COUMPAKEHHOCTHIO U OJHO-
HaAIPaBJIEHHOCTHIO UBMEHEeHUT MUHEPaJIbHOTO TOMEeOCTa-
3a, ocobeHHO (ochOPHO-KAIBIMEBOT0, Kejge3a, MeIu,
MapraHila, MarHusd, IIUHKA U Jp. ¥ KOCTHOr0 MeTaboamns-
Ma; MAeHTUYHOCTHIO KIMHUUYECKUX MPOSBIEHUN paxuTa
1 GeHOTUINYECKUX TPU3HAKOB COeIUHUTEIbHOTKAHHBIX
U3MeHeHUI CO CTOPOHBI KOCTHO-MBITIIEUHOH cucTeMbI [8].

WsBecTHO, UTO 3aKJaAKa W 0OpasoBaHUE KOCTU BO
BHYTPUYTPOOHOM IIE€pHOJie MPOUCXOAUT MO3JHEe APYTUX
cucTeM, OOBIYHO Ha 5-11 Hegese rectanuu. OKoHUaTeIbHAA
CTPYKTypa KOCTH (opMHUpPyeTcs yiKe IIocje POKIeHUS
pebGeHKa, YTO COBIIAJAeT C HaUaJoM YCTOMUYUBOMH XOABOBI.

VHTeHCUBHBIN POCT [OeTeil paHHEro Bo3pacTa C
OHOBPEMEHHBIM IE€PEeMOJIeINPOBAHNEM KOCTHOM TKaHU
co3JaeT IJiA ee PasBUTHUS COBEPIIIEHHO 0coboe, YsA3BU-
MoOe TIOJIOJKeHHEe II0 OTHOIIEHUI0 K HeOJarompusaTHBIM
BO3[eMCTBUAM BHEIITHEll cpeAbl: HapYIIeHNusaM MUTaAHUA,
IBUTATEJHHOTO PEKUMA, COCTOSHUIO MBIIITEUHOT'0 TOHYCA
pebenka. Ha ceromHamIHMM feHb OCTAIOTCS MAJIOUCCIIEN0-
BaHHBIMU WMEHHO HaUaJbHBIE CTPYKTYPHbIE HAPYIIIEHUA
ocTeoreHesa, B KOTOPBIX IPUHUMAIOT yUacTHe XpsAIeBas,
IJIOTHAs ¥ DPBIXJasg COeJUHUTENbHAasd TKaHb, COCYIBI,
HEeDPBBI, JKUPOBad U MUEJOUAHAS TKaHU. VX TecHOe B3au-
MojieficTBUE OIIpeeAeT TOJHOIIeHHOCTh KOCTH KaK opra-
Ha [11-14]. BmecTe ¢ TeM XOPOIIIO U3BECTHO, YTO MOPGO-
(GYHKIMOHATbHBIE CBOIICTBA KOCTHOUW TKAHU MEHSAIOTCS
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B 3aBHCHMOCTH OT BO3PAcCTa, MBIIIEYHOHN AeATeIbHOCTH,
yCcaoBU#l IUTAHUA, O] BIUAHUEM JeATeIbHOCTH Keje3
BHYTpeHHell CeKpelnuy, UHHePBAIlUU U LP., SHAUUMOCTH
KOTOPHIX B BO3HUKHOBEHUU U II€PCUCTHPOBAHUY PaxXuUTa
HUKeM He ocmapuBaeTcsa [1]. B HacToslee BpeMs Bbie-
asor 4 cragun (GopMHPOBaHUA KOCTH: oOpasoBaHue U
MomuuKanuAs MaTpukKca, ob6pasoBaHue ffep KpHUCTa-
JU3aIUK, POCT KPHCTAJJIOB M IIpeoOpasoBaHUE KOCTHU
(remodelling) [15].

I. O6pasosanue u modugurayus mampurca. Ilep-
BUYHO OOpa3OBAHHBIM MaTpUKC 6GoraT IpeXxkie BCEro
KOTOpBIE
IPENATCTBYIOT MUHEDPaJU3alliy, B IIOCHEAYIOUIeM OHU

BBICOKOMOJIEKYJAPHBIMU IIPOTEOIJIMKaHaMu,

paspyIamTca W 3aMEHSIOTCA HU3KOMOJEKYJISPHBIMH,
cuenuUIeCKUMU IJA KOCTHON TKaHu. C 9TUM CBs3aH
U pAX APYTUX IPOIECCOB: BbIpaboTka (ocdo-, cuaso-
U TIAUKOIPOTEUHOB, HYKJeoTuATpudochaTos, IIeJT0U-
HOM (ocdarassl, APyrux (GepMeHTOB X MeTabOJUTOB.
Biarogaps sTum mpoiieccaM o6pasyeTcsa MUHEePaJIUu3upy-
OIUiicad MaTPUKC, KOTOPBIM COCTOUT U3 KoJiareHa 1-ro
THUIa, HU3KOMOJIEKYIAPHBIX IPOTEOTINKAHOB 1 HEKOJLIa-
TeHOBBIX IIPOTEMHOB. OTO MHTEHCUBHBINM aHAOOJIMUECKUH
IIPOIlecC, KOTOPBIA 3aBUCUT OT COCTOAHUSA OEJTKOBOTO
MeTaboim3Ma, 00eCIIeueHHOCT OPraHu3Ma BUTAMUHAMU
¥ YPOBHSA TOPMOHOB: TUPOKCUHA, COMAaTOMEINHOB, UHCY-
JINHA, TapaTropMOHA.

W3BecTHO, YTO IPU PaXUTe CUHTE3 6esIKa CYII[eCTBeH-
HO HapYIIaeTcs: Pa3BUBAIOTCS TUIOIPOTENHEMUA U JUC-
MIPOTEeNHEMUS, XapPaKTePU3YIOIasica CHIYKeHEeM YPOBHSA
aIB0yMUHOB 1 HAPACTAHUEM OL1-, Olg~, B~ M Y-TJIO0YJIMHOBBIX
dparuii, yMepeHHO MMOBBIIIIAeTCA OOIIUil (DOHA aMHUHO-
KHCJIOT B CBIBOPOTKE KPOBU C PA3BUTHEM JU3aMUHOAIU-
IeMuu.

B npsamoii 3aBUCHMOCTHY OT CTEIIEHU TAMKECTU PaxuTa
U mepuoa 3a00JieBaHUA CHUKAETCs peabcopoIius aMUHO-
KHCJIOT B IIOYEUHBIX KaHAJIbI[aX. Y BeJINUeHNEe d9KCKPeIun
aMUHOKHUCJIOT COITPOBOXKIAETCS MOBBIIIEHEM aMUHO0a30-
Ta ¥ yYMeHbIIIEHNeM MOUYeBHHBI B Moue. [Ty0OKMe Hapy-
meHus 6eJIKOBOTO O0OMeHa IIPU PaxXUTe COMIPOBOKIAIOTCSA
3HAUUTEJIbHBIM CHUKEeHUEM KOHIIeHTPAI[Uil TPoepuHa,
HOICBABBIBAIOIIETO OeKa, CyaAbOTUAPUIbHBIX TPy [11]
B CBIBOPOTKE KPOBH; TallTOrJIOONHA B IEUEHU; KaJbI[Uii-
CBSI3BIBAIOIEro 0eJIKa B CTEHKEe KUIIIeUYHNKA; 3HAUUTEIb-
HO CcTpajaeT u 00MeH HYKJEeNHOBbIX KucJoT [16—18].

B MexanmaMax pasBUTUSA MATOJOTMYECKOTO MIPOILEC-
ca U e30pTaHU3alliy TOMeoCcTasa MPU PaxuTe HaApAAY C
TUTIOBUTAMUHO30M D [OKasaHO ydJacTwme OPYTUX BUTa-
MUHOB, 0COOEHHO aCKOPOMHOBOI KUCJIOTHI, BUTaAMUHA A,
THaMuHa, pubodaaBMHA, TUPUAOKCHHA, I[MaHKOOAsa-
MUHA, HUAIUHA, WHO3UTA, MAHTOTEHOBON U (homeBOit
KucyoT [18].

Hedunur yKasaHHBIX BUTAMUHOB U CBA3AHHBIX
¢ HUMU (PEepMEHTOB TOPMO3UT IIOCTPOEHUE XPSIIeBOM
TKaHUW, OCTEOUA U eT0 UMIIPErHaINI0 CONAMYU KaJbIIUd,
HapyIaeT CHHTe3 KoJliareHa, GoepMeHTOB, B T.4. IeJ0Y-
HOIT (ocdaTassl B ocTeobslacTax, CIOCOOCTBYeT pac-
CTpoiicTBaM yTJI€eBOAHOTO, GE€JIKOBOTO, KMPOBOTO, MUHE-
PasbHOTO OOMEHOB, AIlMJOTUYECKOMY CABUTY KHCJIOTHO-
eJiouHoro cocrodAunus [1, 2, 19].

I1.O6pasoeanue adep kpucmannudayuu. B kaabiu-
dunupyoieMcsa MaTPUKCe CO3JAI0TCA 0COObIe YCIOBUS,
CIIOCOOCTBYIOIIE OOPA30BAHUIO W OCAKIEHUIO KOCTHOM
COJIM, OJHAKO MO HACTOAIIEr0 BPEeMEHU HEesCHO, UTO 9TO
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3a ycsoBusa. Ilpeamosiaraercss yyacTue CIeru(puIecKux
WHTUOUTOPOB MUHEpPaJIU3aluu, PAga OOMEHHBIX peakr-
nuit, hepMeHTHBIX cucTeM (miesounas docharasa, ATD-
asa u 1p.), KOTOpble IPUHUMAIOT yYACTHUE B OTIIEIJIEHUN
HeopraHuuecKux GocdaToB OT OPraHUUECKOTro cyocTpara,
yKasblBaeTcd Ha WHUIUUPYIOMIYIO POJb KOMIIOHEHTOB
OPraHMYeCcKOTO MaTPUKCa OOBI3BECTBJIAEMBIX TKaHell, B
YaCTHOCTH, KOJLJIareHa, KOTOPBIN MOMKeT WHUIMHUPOBATH
HYKJealllni0 amaTUTOBBIX KPUCTAJJIOB Ha MaKpOMOJie-
KyJax KOJIIareHOBBIX (GUOPMILI, KOMILIEKC (GaKTOPOB —
Kosmaren, AT®, kanbiiuii u xouapoutuHCcyabdar [15].

TeueHmne 5TOM CTAAUM MOYKET HAPYIIATHCSA IPU CABU-
re pH B Kuciayio cTopoHy. M3BEeCTHO, UTO B CJOKHBIX
MexXaHM3MaX Pa3BUTHUA PAXUTa CYIIECTBEHHOE MECTO IIpU-
HaJIE;KUT CHUKEHUIO OKMCJINTEIbHBIX TPOI€CCOB, ITOBBI-
IIeHHOMY 00pPa30BaHUIO KHUCJIBIX IPOMEKYTOUHBIX IIPO-
IYKTOB, Pa3BUTHUIO aIlu03a, MMeEIero MHOTO(haKTOp-
HYIO IPUPOAY BO3HMKHOBEHUSA, HAPYIIIAIOIIET0 HOPMaJib-
HBIH TIpOIlecc OOBI3BECTBIIEHUS XPSAIMIEBON U OCTEOUITHOMN
TKaHeil, yray0JdioIero Ae30praHn3annio ToMeocTasa u
u3MeHeHUusd KJIeToYHoro MmeTaboausma [18].

III. Pocm xpucmannoe. Ilocie Hauama KajabIlu-
duKanuu gajdbHeHIads MUHEPaAJIU3aInusa KOJIJIAareHOBBIX
GUOPUIT TPOUCXOTUT IO PUBUKO-XUMUUECKUM 3aKOHO-
MEPHOCTSAM Jierdye u GbICTpee, STOT Ipoliecc 6osee 6yaro-
MPUATEH B 9HEPTETUUECKOM OTHOIIIEHUH.

IV.RKocmnas nepecmpoiixa (remodelling) . Perynu-
pyeTcs mapaluTOBUIHBIMU Kejie3aMU 1 3aBUCUT OT 06e-

CIIEUeHHOCTU opraHmsMa BuTamMuHOM D. IlepBUUHBIIA
OPOAYKT MHHEpPaIu3aluu, KOTOPBIH COCTOUT IIPEeuMYy-
IIeCTBEHHO 13 aMop(HOro ¢ocdara Kaablud, B Jajb-
HelIeM J0JKeH Mpeo6pasoBaThCA B XOPOIIO YIIOPSIO0-
YeHHBIE CTPYKTYPHI C BBIPAKEHHBIMHU KPUCTAJIIUTAMU
(ruppoxcuamatutr). OZHAKO ¥ BBICOKOOPTaHM30BaHHBIE
CTPYKTYPHI IPETEPIEeBAIOT IIOCTOAHHYIO, XOTA U MeJJIeH-
HO IIPOTEKAIOIIyIo IepecTpoiiky. Kpome Toro, KOCThb Cay-
JKUT AJIS OpraHM3Ma Pe3epBOM [JIS ITOCTABKU KaJIbIUA,
marausd, ¢pocdara u ap. TakuM croco60M OCYIIECTBIAIOT-
cs IPOIlecChl PaspylIeHUs U COSUAAHUS KOCTHU pPa3JInd-
HO¥ CTeIeHU BBIPAYKEHHOCTU.

Ha mporsasxkenun Bcex (a3 ocTeoreHesa COIPAKEH-
HOCTB IIPOITECCOB 00pa30BaHUA U MOANDUKAIINY MATPUK-
ca ¢ MUHepajaus3alyeil CKejieTa YPEe3BBIUANHO BBICOKASA
[9], oHa Jnerko HapyIaeTcsa Ipu AeHCTBUY HA OPTaHU3M
Ype3BBIYAWHBIX Pa3paskKuTesei, KOTOPBIX II0 Mepe pas-
BUTHUA PAXUTUYECKOTO IIpoliecca Bepu(UIIMPOBAHO HEMA-
o [18].

Taxum 06pasoM, Ha KaKIOM U3 9TAIIOB 00pa30BaHUA
U IIepeMOJeIUPOBAHUA KOCTEH IIPU PAXUTE CO3TAIOTCSA
YCJIOBUA I CTPYKTYPHON [e30praHU3aIluy KoJuiare-
Ha W HapyIIeHusA TOPMOHAJILHO-MeTa0O0JIUYeCKUX B3au-
MOCBs3el, PeryJupyoIinx ero MophodyHKINOHAIBLHYO
OJJHOPOJHOCTh, MMEIIIUX MHOTO(MAKTOPHYIO IIPUPOAY
BOBHUKHOBEHUSA: dTU HAPYIleHUs oOMeHa OesjKa, JKupa,
YIJIEBOJIOB, IIOJUTUIIOBUTAMUHO3 U M3MeHEeHUs (pepMeH-
TaTUBHON aKTUBHOCTHU, Ne(UITUT MAaKPOIPTOB U aIug03.
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