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N'mnodhoccpaTtasns n ee posnb B NaToNOrMm KOCTHOM TKaHWU Yy B3POCHbIX
K. E. SotkuHa, O. M. JlecHsk

Mmnodbocdpatasms (FD) — peakoe reHeTnHeckoe cMcTeMHoe 3abonesaHne, 06yCNOBNEHHOE MyTaLMel B reHe,
KoAupYytoleM TKaHeHecneungunyeckyo WwenoyHyo docgarasdy (THWD), 4To npusoauT K euumnTy JaHHOro doepmeHTa
W, KaKk cneacTeue, K HapyleHnsaM MUHepanuaaumum KoctTHol Tkadu. B MKB-10 M'd ob6oaHayaeTcs kogom E

83.3. (HapyweHus obmeHa cpocdpopa 1 pocdaTasbl). Taxenas P BcTpeyaeTtcs npumepHo y 3,3 n3 1 MH
HOBOPOXAeHHbIX [14]. 10 HEKOTOPbIM OaHHbIM, HOBOPOX JEHHbIE MY>XCKOro nona vaue crpagatot [P [7].

HacneposaHue

JeTckue chopMbl HACNERYIOTCA NPEUMYLWECTBEHHO MO 2y TOCOMHO-PELIECCUBHOMY TWMNY, B3POCIble POPMbl MOTYT
HacnenoBaTbCs Kak Mo ayTOCOMHO-PELECCUBHOMY, Tak ¥ MO ayTOCOMHO-OOMUHAHTHOMY TuMy. Ay TOCOMHO-PELECCUBHbIV
TN HAcNeLoBaHNS accoLMMpoBaH ¢ 6onee TsxenbiMu doopmamu [P [1, 3]. Ecnm xe MyTaums HaxoauTcst

B reTepO3NroTHOM COCTOSIHUM, TO Y HOCUTENS MOTYT MMETb MECTO 6ECCUMMNTOMHbIE M3MEHEHNS NnabopaTopHbIX
nokasartenei [3].

Mpw ayTOCOMHO-AOMWHAHTHOM TuMe HacnenosaHus cylectayeT 50% BEPOSATHOCTb NPOSBNEHNS NaTOreHHOro BapnaHTa
MyTauum. MpeHatanbHas AMarHoCTMKa BO3MOXHA Y 6EPEMEHHbIX, ECNM NATOreHHbIV BApUaHT MyTauuy 6bin BbISIBEH

y YneHa cembu.

STmnonorns n natoreHes

LLlenoyHas dpocpaTasa (Lld) — 310 MemMbpaHHbIn pepMeHT, OTHocAWMIACA K rpynne ruaponas. OH HeobxoauM Ans Toro,
4TOObI B OpraHM3Me OCYLECTBASNNCL PeakLMU f1edhoCtOpUnNMpoBaHns, a UMEHHO OTlLeNneHne docgpara

OT OpraHvyeckmx BewecTs. HazeaHue «lwenoyHas» OEepMEHT NoNyyun 3a 10, YTo HanbobLWy akTUBHOCTb OH NPOSIBNSET
npu pH cpeabl B agnanasoHe ot 8,6 0o 10,1. Cemeiicteo n3ogepmeHTos LD coctonTt n3 THI®D, 3akoampoBaHHOM B reHe
ALPL, a Takxe nnaueHTapHon, 3apoablweson u kmweyHon Wd, koanpyembix reHamu ALPP, ALPP2 n ALPI
COOTBETCTBEHHO. ToNbko nsoepmeHT THLL®D yyacTeyeT B MMHepanusaumm tkaHen [1].

MuHepanusauns xpsiweit, KocTein 1 3y6oB — NpoLece, MPOUCXOASLMIA B HECKO/IbKO 3TanoB, UTOFOM KOTOPOro SIBNsieTCS
OTNOXEHWE rMapoKcuanaTnTa BO BHEKIETOYHOM MPOCTPaHCTBE. [TMNnepTpogupoBaHHbIE XOHAPOLUNTLI, 0CTE06nacTbI

1 040HTOBNACTBI COAepXaTt MaTPUKCHbIE My3blpbKY (BE3WKYbI), BCTPOEHHbIE B MeMOpaHy, 6oratble aHHekcuHamy A2, A5,
A6, Ca-AT®daszon, WP, HykneoTna-dpocdart-cgocgoactepasoin (NPP), kotpaHcnoptepamm Pit 1 1 PHOSPHO 1 [1].
PHOSPHO 1 — aT0 mMarHuit3aBncmMas rugponasa, kKotopast aKCnpeccupyeTcs B MUHepanma3npoBaHHbix TkaHsax. NPP —
3TO rpynna hepMeHTOB, CMOCOOHbIX TMApPONM30BaTh ANACTePasbl 1 POCHOPHYIO KMCNOTY B POCOMOHO3CTEPa3bl. DT
PepMEHTbI y4aCTBYIOT BO MHOTMX MpoLLeccax B OpraHn3Me, B TOM YACNE B MUHEpanu3auum, 1 SBnsaioTCa NocTasWwmKamm
BHYTPUKETOYHOrO 1 BHEKNIETOYHOrO HeopraHmyeckoro gocgata (Pi).

MepBas cTyneHb MMHEpPaNU3aumMm NPOXOAUT B Npenenax MaTpuyHoi Be3nkynbl, rae obpasytotcs Kpuctanibl
ruopokcuanatuta. M'mapokcmanatnT SBNSeTCS OCHOBHLIM HEOPTraHUYEeCKMM KOMMOHEHTOM KOCTHOW TkaHu. MembpaHHble
goocponunuabl rmaponuaytotcs oocconunasori C oo dpoccoxonmHa n gpocoaTaHonammHa. 3atem 3T CoeaUHEHNS
rngponusytotca PHOSPHO 1 ¢ nonyyeHuem HeopraHmyeckoro gpocgara. JpyrumM MCTOYHNKOM HEOPraHMYeCcKoro
gocdaTa B MaTpuyHbIX Be3nkynax sensetcs Pit 1 — Na/Pi kotpacnoptep. Kanbumii npoHnKaeT B BE3MKYNy yepes
aHHekcuH-Ca-kaHan (puc.).

MonyumBlmMecs KpUCTanbl FTMAPOKCUanaTmTa NEHeTPUPYIOT MaTPUKCHbIE BE3WKY bl 1 MPOHMKAIOT BO BHEKNETOYHOE
MPOCTPaHCTBO, rAe, B KOHEYHOM CUeTe, 0CaXAa0TCA MeX Ay KonnareHoBbIiMy conbprnnamu, 4Tobbl 3aBepwmnTb
MUHepanunsauuio B npeaenax BHeKNeTo4yHoro Mmatprkca. CooTHOWEHNe HeopraHnyeckoro dpocara K HeopraHn4eckoMy
nupodgpocdoaty (PPi) nmeeT pelwarolee 3HayeHe Ha BTOPOM atane MuHepanuaaumu. HeopraHuyeckuii nmpogoocat
aBnsieTcs MHrnbutopom obpasoBaHus rmapokcmanatuta. HeopraHuyeckuii nupocpocdart obpasyeTtcs AByms crnocobamm:
BO BHEK/IETOYHOM MnpocTpaHcTee n3 AT®D ¢ nomoubio MembpaHHoro doepmeHTa NPP1, a Takxe npoHukaeTt

13 uMTonnasmel, rae obpasyeTcs B NPOLLECCe KNeTOYHOro Metabonmama ¢ noMoLLbio TpaHCMEMBPAHHOrO TPaHCNOPTHOrO
nosepxHocTHoro 6enka ANKH, yenoseyeckoro romonora mblwmnHoro 6enka nporpeccupytowero aHkunosa (ANK) —
KOTpaHcrnopTepa, KOTOpbIA NPe3eHTUpyeTCs Ha MembpaHe xoHapounToB 1 octeobnactos. THIL® Takxe HaxoouTcs

Ha MembpaHe MaTPUKCHbIX BE3UKYN 1 TMAPONN3YET HEOPraHN4Yecknii nupodpocdat A0 HEOPraHUYecKoro gpocgarta, Tem
camblM crocobcTBy s 06pa3oBaHuio rmapokcmanaTumTa.

Y mbiwen Hegoctatok NPP1 nnmn ANK npreoann K kanbumdomkaumm MAarkux TkaHem, B TOM Yucne cocyaoB, B pe3ynbtate
cokpateHus yposHsa PPi. HanpoTtus, Mbiwm ¢ HegocTtatkom THIL® nemMoHCTprpoBany KIMHUYECKYO KapTUHY
mMnagneHyeckon doopmbl ['®. Ha 6—10 cyTkn nocne poXAeHUs NPosSBAANNCL MPU3HAKW rMnoMMHepanusauum, Ha 20-e cyTku
MbIWK ymMypanu. HapyweHve MuHepanuaauum NpoucxXoanno B pesynbTate HapylweHns CuHTe3a rugpokcuanaTuta ns-3a
BbICOKOW KoHUeHTpauun PPi (18).

["'mnodpocparasmsa passmeaeTcs B pesynbrate gedekta pyHkuny THLLD, 4To NpMBOAUT K HapyLWeHNsaM MUHepannaaumu.
Deconumnt WD npreoamT K NoAaBNEHNIO CMHTE3a rMapoKcManaTmTa BO BHEKNETOYHOM npocTpaHcTee. OgHako

B MaTPWYHbIX Ny3blpbKax MMHepanM3aumns npoxonmT HopManbHo. Takum 06pasoM, y naumeHToB ¢ P KOCTHbIA MaTpUKC
0CTaeTCs HEMMHEPanU30BaHHbIM, YTO BEAET K PaxuTy U octeoMansaumm.

Lpyroii ponbio WP sengsetcs accoumaumns ¢ CUHTE30M HEMPOTPAHCMUTTEPOB B LLEHTPanbHOM HepsHol cucteme (LIHC).
Mupuaokcanb-5-docat (PLP) — ocHoBHas umpkynupytowas popma sutammHa B6 — ssnsetcs kochepMeHToM
nekapbokcunasbl r1yTaMnHOBOM KUCNOThI, KoTopasi oTBevaeT 3a cuHTe3 TAMK. C nomouwbio WD npoucxoamnt



nedpocpopunuposanue PLP, B pesynbTate Yero obpasyetcs NMpuaoKcasb, KOTOPbIA MOXET MNPOHUKHYTb Yepes
remMatosHueganmyeckuii 6apoep, a nanee socctaHoBuTbca B PLP. Oecouumt WD npneoaunTt k HepocTtatky PLP B LIHC,
KOTOpPbIV KNUHUYECKW NPOosBASETCS BUTaMUH B6-3aBmucumbiMy cynoporamm [1].

KnuHunyeckue coopmbl runogocgaTtasunm

N NX NPOSIBNEHUS

KnuHuuyeckas kapTuHa runogpocgarasmm sapbmpyeT B 3aBUCUMOCTU OT BO3pacTa.

1. MNepuHaTtanbHas (Taxenas, netanbHas) goopma. MoxeT 6biTb LMarHoCTUpoOBaHa BHYTPUYTPOOHO MK cpasy npu
poxaeHnn. XapakTepusyeTcs NoJIHbIM OTCYTCTBUEM MUHEpanu3aumm KocTen ckeneta, OCTEOXOHAPaSbHbIMU WNOPaMu,
BbICTYNAIOWWMKN Yepes KOXY Npeanneymin n Hor (naToreHes AaHHbIX NPOSBNEHNA HEU3BECTEH), 3HAYMNTENbHbIM
YKOPOUYEHNEM ANUHHBIX TPYOYATBIX KOCTEN, CyA0POXHBIM CUHAPOMOM [12]. Bes 3amecTUTENbHO Tepanumn aeTu nornbaoT
B TeueHue roga [3]. Bcem HOBOpOX AeHHbIM TpebyeTcsl BEHTUNAUMOHHAS No4AepXKa BBUAY BbiPaXEeHHOMN OblxaTenbHOM
HeAoCTaTOYHOCTM BCNEACTBME TMNONNasun Nerkux n BoMexaHmyecknx HapylweHuin akta AbiXxaHus U3-3a paxuTUYecKux
N3MEHEHWNIA rpyOHON KNEeTKW.

2. MnapeH4yeckas (nobpokavecTBeHHas, MHpaHTUNbHas) dopma. MposiBnsieTcs ApixatenbHON HeA0CTaTOYHOCTbIO

1 BuTamMuH B6-3aBMCUMBIMI CyOpOramm B NepBble 6 MeCALIEB XXMN3HW, a TakXe Bbipa>keHHOW MblLEYHOW rMNOTOHWEN.
MockonbKy nopaensieTcs obpaszoBaHue rmapokcmanaTuTa, CHUXaeTcs ypoBeHb NoTpebneHuns Kkanbums KOCTbio, 4TO
NPUBOIOMUT K rnnepkanbLunemMmm, runepkanbLmypun U, Kak cneacTeune, K HeppokanbumHody. Kpome Toro, 4acto
HabnogaeTcs KPaHMOCMHOCTO3, KOTOPbIV OMaceH MOBbIWEHNEM BHYTPUYEPENHOro AaBieHNs U pa3BuTneM oteka
3pUTENBHOrO HEPBA, YTO TPebyeT KpaHMoToMun. OCTaeTCs HEACHBIM NAaTOreHe3 BO3HNKHOBEHUS KpaHWOCMHOCTO3a [15].
bBes 3amectuTenbHom Tepanumn netanbHOCTb cocTaenseT 50% k 9 mecsuam XusHu [16].

3. lOBeHunbHas popma. TUNMYHBIMM NPOSBNEHUAMU SBNAIOTCS PaHHSs (0o Bo3pacTa 5 neT) noteps 3y6os, 60NM B KOCTAX,
LechopMaLunm KOCTel, xapakTepHble 4as paxuTta (BOPOHKOo6pasHas rpynHas knetka, nedoopManmst KOHEYHOCTEW,
paxuTnyeckmne YeTku), YacTtble NAOX0 3axusatowme nepenombl. letn MoryT UMeTb 3HaUYUTENbHYIO 3a0epXKy
IBMraTenbHoro passutus. B HekoTopbix cnyyasx ownboYHO CTaBAT AMarHo3 XPOHUYECKOro My nbTUIOKaIbHOMO
peLUaMBUPYIOLLErO OCTEOMMNENUTA, /1S KOTOPOro XapakTepHO NopaXkeHne MeTadn3oB A/IMHHbIX TPyOYaTbiX KOCTEN, OTEK
KOCTHOro Mo3ra, neprapTukynspHble 6011, 0Tek MArkmx TkaHei [25]. NMpoucxoanT 3amenneHne pocta KOCTu uUs-3a
HapyLlweHNs aHXoHOpanbHOW occudmkaunm, Kak npy paxmnte. PasmsryeHre KOCTHOM TKaHu B pedynbTarte aedekra
MUHepanunsauum octeonaa Ha yyacTkax peMofaenvpoBaHns, a TakXe HapyleHns MMHepannaaummn Ha yyactkax pocra

Ha NepuocTanbHON NOBEPXHOCTU NPMBOAAT K HECMIOCOBHOCTM YBENMYUTD WMPUHY KOCTK, B Pe3y/bTate Yero goopmMmpyeTcs
y3Kas KOCTb, KOTOpas nerko crmbaeTcs, 4To MOXeT NPMBOAMTL K 3HAYNTENBHON Aedopmauun. MpyaHas kneTka
npUHUMaEeT BOPOHKOOBpa3Hyto gpopMy, pebpa He MoryT afekBaTHO Y4acTBOBaTb B AblXaHUW, BO3HMKAIOT aTenekTasbl,
yxyAweHue razoobmeHa 1, Kak CneicTBue, AblxaTebHas HeLoCTaTo4HOCTb [13].

B Luenom nporHo3 ons XusHu oTHocUTenbHO 6naronpmsateH. O4Hako, B 3aBUCMOCTM OT NPOsiBNeHUit 3abonesaHus,
KayecTBO XMW3HU MOXET cTpanathb.

4. Bapocnas copma. XapakTepHbIM/ NPOSBNEHUAMUN SBASIOTCS OCTEONOPO3, PELMOMNBUPYIOWME HU3KOSHEPreTnyeckme
nepenomsbl, a Takxe 601 B KOCTSX M MbllwLax, FONOBHble 60K, CTOMATONOrMyeckme aHomanuu. Nepenombl 06bI4HO
NIOKanM3yTCs B Nly4EBOW, NNEYEBOM KOCTSX; Y XEHLWMH pacnpocTpaHeHbl NoaBepTeNbHbIe NepenoMsl 6eApeHHbIX KOCTER,
nepenombl MNOCHEBbLIX KOCTEN, Y My>X4Y1H — NepenoMbl MO3BOHKOB [17].

3aboneBaHne MOXET HauYMHATLCS TakXe C Kpuctanamyeckux apTponatuin. OTnoxeHune nupodpocgpara KanbLms

B CBSI3KaXx, CYX0XUNNSX 1 cycTaBax MOXeT BbiTb MPUYMHON 60N1eBOro CUHAPOMA U OrPaHNyYeHNs ABUraTenbHoM
aKTMBHOCTM [4].

C. C. PoauoHoBa 1 coasT. [11] onucanu gea cnyyas '@ y B3pocnbix. B ogHom cnyyae [P 6bina nogteepxaeHa

Y XEeHLUWHbI C KNMMHWUKO-PEHTreHOoNOor n4eckom KapTUHOM, CXOOHON C MOCTMEHOMay3HbIM OCTEONOPO30M, OCSTIOXHEHHbIM
KOMMNPECCNOHHBIM MepenoMOM NO3BOHKA, OTIMYAIOWMMCS NULb CHUXEHHbIM ypoBHeM L. B opyrom cnyyae y naumeHTta
C acenTUYeCKNM HEKPO3OM rofoBku 6eapeHHON KOCTU 0BHAPYXeEH H3KMIA ypoBeHb LD, npu reHeTnyeckom
nccneposaHum gnarHos ['® noaTBepXAeH M peKOMEeHO0BAHO eveHne acdoTtason anba* B nocneonepaunoHHOM
nepuoge.

5. OpoHTorunogpocpatasus. Xapaktepuayetcs npobnemamm ¢ 3ybamu 1 ncknovaeT kakme-nmbo ckeneTHble NPOosiBNEHNS.
Ha coctosiHme 3y60B BNMSiET Kak OTCYTCTBUE LEMEHTA, TaK 1 HapylweHne obpa3oBaHns aManu, YTo NPUBOANT K Kapuecy.
YpoBeHb LD MoxeT BbITb HEMHOMO HIXXE HOPMANbHOrO MK Aaxe B Npeaenax HopMasbHOro auanasoHa, No3ToMy

y noboro naumeHTa ¢ HeoHbACHNMON NPeX AeBPEMEHHON NOTEPE MONOYHbIX U/MM NOCTOSHHBIX 3y60OB cneayeT
3anono3puTb ofoHTOorMnogocdarasuto. MomMmnmo npexneBpeMeHHo noTepu 3y6oB, 0A0HTOrMnodgocgarasms
XapakTepuayeTcs CHUXEHNEM BbICOTbI albBEONSAPHON KOCTW, aHOManbHO KOPOTKMM KOPHEM W pacIMPEHHON Ny nbnapHOi
kamepoii. KpoMe T0ro, yacto HabnoaalnTCa rnonnasns aManu, ANCNnasns OEHTUHA U rnonnasus ueMeHTa. MMHremT
W NepUOLOHTUT BCTpeYaloTca peako [23].

JwnarHocTuka

OunarHocTtuka runodpoccpatasum 3aTpyaHeHa BBMAY TOro, 4To 3aboneBaHne peakoe 1 CUMNTOMbI B NEPBYIO 04epeab
noeHTuuumpytoTes kak 6onee pacnpocTpaHeHHble 3abonesaHus. AuarHocTnyeckune kputepum P He paspaboTaHbi.
OcHoBHbIM Npr3HakoM D aBnsgeTca HU3KKIA ypoBeHb LD cbiBOPOTKM KPOBMW.

NabopaTopHas AnarHocTuka

1. llenoyHas cpocpraTasa KPOBM — CHUXEHa.

Cnepyet NOMHUTb, Y4TO pedbepeHcHble 3HaveHuns P pasnnyaloTcs B 3aBMCMMOCTM OT NOAa 1 BO3pacTa, a TakXxe MoryT
HeCKO/bKO pasnnyaTbCsi B 3aBMCUMOCTM OT nabopartopuu. LI moxeT nosbiwaTtbes BO BpeMsi bepeMeHHocTH. Hebonblioe
MoBbllWEHME MOXET HabnaaTbCs TakXe npu 3aboneBaHNsaX NeYeHn, CBEXMX NepenomMax u B nocneonepalnoHHoM



nepuogne. Mo aTuM nprymHam HeobXO0LMMO HECKONbKO Pa3 NOBTOPUTb aHanu3 npu nofospeHnn Ha M.

KonnyectBeHHOro aHanmaa KoctHoi dopakuum Ld obbluHO He TpebyeTtcsa. OaHako npu 3aboneBaHnsax NeyveHn,
6epeMeHHOCTH, B MOcneonepaumoHHoM nepuoae obwas LLd MoxeT 6biTb NOXHOHOPManbHOM [3].

2. KoHueHTpauus gpocoataHonammHa (POA) B MOYe — MOBbIWEHA.

docchoaTaHoNaMMH Hapsay ¢ NUpMooKcanb-5-gpocdaToM 1 HeopraHnyeckm nupodpocdaTom sensietcs cybectpatom LD,
KOTOpPbI HakanMBaeTcs B nnasme 1 Moye npu gegpuumnte L. 3710 BTOPOI aHanma, KOTopbIi HEOHXOANMO BbINOMHATb
npw nogo3perun Ha [P . MoBbiweHHbIR ypoBeHb P OA rosopuT B Nonb3y anarHosa [ ®. OgHako OaHHbIN nokasaTenb
MOXET MOBbIWATLCS NPU APYrnx MeTabonmyecknx 3aboneBaHnsax UM MHOr4a UMETb HOPMasbHbIA YPOBEHb Y 60/bHbIX

[® [3, 11]. BeccumnTOMHbIE rETEPO3UTOTHBIE HOCUTENW MyTaLUMN MOTYT UMETb MOBLIWEHHYO KOHUEeHTpauuio PIA [3].

3. KoHueHTpaunsa nupuaokcanb-5-gpocdara B KpoB/M — NOBbIWEHA.

W3-3a nedomumta WP He npomcxoouT pedpocdopunuposanus PLP, noaToMy nupuaokcasnb He NpoHUKaeT yepes
remaTosHuedannyeckuin 6apbep, a PLP HakannneaeTcs B CUCTEMHOM KPOBOTOKE.

Bronornyeckn akTuBHbIN MeTabonmT ButammHa B6 MoxeT 6biTb Hambonee Y4yBCTBUTENbHBIM MHAMKATOPOM [®P. B TeyeHue
Hedenu 0o coayu aHanu3a He pekoMeHayeTcs ynoTpebnsTe BUTaMuHHbIe no6aBku BO n3bexaHue
NOXHOMONOXUTENbHOrO peadynbTarta [3].

Kak npasuno, yem Taxenee copma [(® y neteir, TeM HUXe KOoHUeHTpauus LD 1 Bbiwe KOHUeHTpauus nupnaokcanb-5-
docdpata B nnaame [8]. MNupnaokcans-5-cooccat BEPOATHO KOppenupyeT ¢ BOSHUKHOBEHWEM NEPENOMOB 1 KONNYECTBOM
CMMMTOMOB Y B3pOC/bIX [5].

4. KoHueHTpauus oblero KanbLms, MOHU3MPOBAHHOMO KanbLIMs, HEOPraHNYeCcKoro doocgpara B KpoBM — HOpMa.
HopManbHblii ypoBeEHb faHHbIX NokasaTenein otnmyaeT D oT apyrux goopm paxuta. Mnepkanbunypusi 6oiaeT 6e3
MOBbIWEHWS KOHLIEHTpaLuy KanbLns B KPoBW. XOTS KOHLEHTpaums cocdopa B KPOBM 1 MOYe B 6ONbLINHCTBE ClyYaes
ocTaeTcs B npefenax pedepeHcHbIX 3Ha4YEeHNIA, OHa MOXKET 1 nosblwaTtbes [3].

5. KoHueHTpauus sutamnHa D n napatropmoHa B KpoBu — HopMma.

6. HeopraHuyeckuin gpoccdat B MO4YE — MOBbILEH.

970 YyBCTBUTENbHbBIA Mapkep [P, KOTOPbIA TakXe MOXET ObiTb NOBbIWEH Y 6eCCUMNTOMHBIX HocuTenel [3].

NeueHne

Mpwn ycTaHoBneHwun guarHosa F® tpebyeTcs MynbTUANCLMNAMHAPHBIA NOAX0M K NEYEHMIO NauneHTa 1 npeaynpexaeHuno
OCNOXHEHUI 3aboneBaHus.

Y HOBOPOXAEHHBIX MOTYT NOTPeboBaTbCs UCKYCCTBEHHAs BeHTUnsAUmMs nerkux (MIBJ1) nnn gpyrve meToapl pecnnpaTopHoi
nopaepxku. Ans netei B nepsbii rof Xu3Hu TpebyeTtcs HabnogeHne HeBponora (npeaynpexaeHne cyaopor, BBeAeHWe
BMTaMuHa B6), Helpoxmpypra (npu Hannymm KPaHNMOCMHOCTO3a NOKa3aHo XMPYpPruyeckoe nevyeHve),

opToneAa (NpenynpexaeHne u nevyeHne gedopmauunii ckeneta), spaya JIdK (onTuMmnsaumsa asuraTesibHON akTMBHOCTU),
ctomartonora. C runepkanbumnemmeii CnpasnstoTCs C MOMOLLbIO BBEAEHNS NETNEBbIX ANYPETUKOB, OrpPaHNYeHns
colepXXaHus KanbLus B MULLE 1 OrpaHnYeHnst KonmyecTea noTpebnseMomn XunLkocTu.

TpaHcnnaHTaums KOCTHOro Mo3ra 8-MecsayHol AeBoYke nokasana 3HaunTenbHoe KIMHUYECKOe U PEHTreHonornyeckoe
ynydweHne. CnycTtsa 7 neT naumeHTKa akTUBHA, UMEET KMHUYECKMA oeHoTHN fLoBpOoKaYeCTBEHHO IOBEHNNBHON DOPMbI
[®. B npyrom cnyyae TpaHcnnaHTauus KOCTHOrO MO3ra nokasana ynydweHne doyHKUMA, 0fHaKo Bbl3Bana nekapcTBeHHY
nerikemuio [9]. Nepecanka annoreHHbIX Me3eHXMMasbHbIX CTBOMOBbIX KNETOK AOHOPA, M30MPOBaHHAs TpaHCnnaHTauus
ocTeobnacToB TakXe He JaBanv AoctaTodHoro adpdpekta [13].

B 1956 r. ona neyeHna '® ¢ orpaHMyYeHHbIM YCNEXOM MPUMEHSN KOPTU30H. VIcMonb30BaHne 3aMeHHOro nepenneaHus
nnasmbl, 6oraToit L®d, o1 naumeHTos ¢ 60nesHbio Menxeta bbino npennpuHaTo B 1980-x roaax [13]. [aHHble MeTonbl
neyenus P Takxe He yBEHYannCb YCrexoM.

B 2015 r. 6bina onpoboBaHa natoreHeTnyeckas Tepanus ' 4yenoBevyeckuM pekoMOMHaHTHBLIM TKaHEHeCTeLNUYECKM
XVIMEPHBIM MMNKOMPOTENHOM LWenoyHon pocdatasbl — acdoTason anbda. JaHHbI npenapart ucnonb3osancsa Ans
neyeHust nepuHaTanbHON, MNaneH4ecKkom n toBeHunbHon popm [Md. PekomenayeTcs n/k uHbekumn 6 pas B Hepeno

1 Mr/kr maccbl Tena unn 3 pasa B Hefdento no 2 Mr/kr maccbl Tena. MakcumanbHbii 06beM nHbekumm — 1 ma [10]. Mocne
6—12 MecsiLeB nevyeHust Habnoganacb NONOXMTENbHAS AUHAMMKA MO NOKasaTensMm pocTta, ABUraTeNlbHOro passuTus,
pecnupaTopHOn PyHKUMK ¥ 37 NauMeHTOB, 04HAKO elle HEM3BECTEH OTCPOYEHHbIN 3dPEKT neveHus [24].

B knuHnyeckom nccnegosaHny B AnoHuy npuH1UMany yyactme 13 naumeHToB, B TOM Yucne 34-neTHUR MyX4nHa, UMetoLWwnia
B aHaMHe3e nepesiom naevyeson KOCTU 1 NEBOI KNoUNLbI, HApYLLEHNe NOXoOKW, apTpanrum. Peakuun B MecTe MHbekLun
6binn Hanbonee YacTbIMU HeXenaTtenbHbIMU SBNEHNAMU. Cepbe3HOl HeXenaTenbHOW peakLumnein, BOSMOXHO CBS3aHHOW

C NeyeHveM acgoTasoi anba, 6611 Cynoporu 1 runokanbUneMmns y nauueHTa ¢ nepuHatanbHoi gopmoii Id.
PekoMBUHaHTHBIA (DEPMEHT CTUMYIMPYET MUHEPanu3aLmMio B KOCTSIX, M 3TOT npouecc TpebyeT TpaHCNopTUPOBKM KanbLUms
B KOCTHYIO TKaHb, 4TO MOXET ObiTb MPUYMHOMN FNOKANbLIMEMUN BO BPEMS NleYeH s [22].

AcdpoTasa anbda Ha ceroaHAWHNA feHb 3aperncTpupoBaHa Tonbko ANs neveHns netckux popm [Md, NosToMy OaHHbIX
0 neyeHunn accpoTaszon anbgoa B3pocnbix Mano. H. Ramde u coasTt. [20] npoBoaunu nevyeHue acgoTtason anbda 59-
NeTHen XeHLWMHbI, Haxoasweics Ha remoananuse ¢ D, nebioTvposasluei B neTcTee. Mocne 13 Mecsaues Tepanuu
acdpoTasoit anbga y naumeHTk Habnofanocb NoBbIWEHUE NOABUXHOCTU, yMEHbLIEHNE BONEBOrO CMHOPOMA,
3HauuTeNbHOE ynydleHne MuHepanM3aunn KoCTeln Bo BCEM CKeneTe, BK/oYas KOHCONNAALUMIO CyLWeCcTBYIOWNX NepenoMoB
N OTCYTCTBUE HOBbIX NEPENOMOB. DTOT Cllyyal nokasbiBaeT TepaneBTUYeCKUin ycnex nevyeHust acgoTtasomn anbda
B3pocnoro nauweHta c [ @.

P. M. Camacho v coaBrT. [2] 6bi1 NpeACTaBNEH OTYET O NIEYEHUN OBYX XeHWwuH ¢ D Tepunapatnoom B fose 20 mr
NOOKOXHO eXefNHEBHO B TeYeHMe ABYX NleT, a TakXe onMcaHo elle 6 naumMeHTokK, nevnswmnxca tepunapaTtngom. Bee

8 naumneHToK — XeHwmHbl oT 50 no 80 net. YXe yepes 3—6 MecsueB NevYeHns y naumeHTok nosblwancs yposeHs LLd



1 MapkepoB pe3opbummn. Takxe 6binn onucaHbl Takue agpekThl, Kak yMeHblueHne Bonel B KOCTSX, HopManuaauns
6V1OXMMUYECKUX NOKa3aTeneil BO BPeMS NeYeHNs, ynyylleHne peHTreHonornieckux nokasartenei [2]. OnHako nns
MOATBEPXAEHNS NONOXMNTENBHOIO BAUSIHWS Tepunapatuaa npu P tpebyeTcst rMcTonornyeckoe nccnefoBaHue KocTu,
KOTOpOe He 6b1no NnpeacTasneHo. TakxXe onucaH cnyvai yCrewHoro nevyeHns TepunapaTniom MyXymHbl ¢ I'd

1 TEpPMUHANBHOW CTaanei XpoHnyeckoi 6one3Hm noyek [21].

Mo naHHbIM Opyrux aBTOPOB, TEpMNapaTA Bbi3bIBAET OCTEOCAPKOMY Y KPbIC 1 MOXET YBENNYMBATL PUCK PA3BUTUS
0OCTeocapkoMbl y feTew (onyxonu 30Hbl pocTa), No3TOMy ANs nedyeHns getckux goopm P npenapat He ucnonbsyetcs [3].
BucdocdoHatbl (B®P) npoTnsonokasaHsl npu [P, Tak Kak MexaHn3M OeCTBNS OCHOBLIBAETCS Ha UX CTPYKTYPHOM
aHanorum ¢ nupogoocdpatamun. brucgocdpoHaTHas rpynna MUTMPYET CTPYKTYPY nupodpocdarta, TeM caMblM MHIbMpys
aKkTMBaLUo DEPMEHTOB, KOTOPbIE YTUAN3MPYIOT NupodocdaTel. OgHako y MHOrux naumeHTos ' octaeTcs
HeOuarHoCTUPOBaHHOM, 1 OHW MonyYaroT neveHve bd.

Y XeHwWwmH, cTpagatowmx P, onucaHbl cnyyay aTunMyYHbIX NOABEPTE/bHbIX NepenoMoB 6eApeHHON KoCTH, KOTopble
BCTPEYalTCs Takxe npu anntenbHoi Tepanun bd 1 accoummnpoBaHbl ¢ 3ameaieHneM KocTHoro metabonmama [18, 19].
BeposiTHO, nprem B® y nauyeHTta ¢ D mMoxeT ycyrybutb 1 6e3 Toro 3amenneHHblii 06MeH KOCTHOM TKaHU, 4TO MOXeT
MPMBECTUN K aTUNUYHBIM Nepenomam 6eapa. JaHHbIX 0 YacTOTe OCNOXHEHW TaKoro NeYEHNs Ha LaHHbIA MOMEHT HeT.
OnwvcaH cnyyai pe3koro CHUXEHNS MUHEPanbHOW NAOTHOCTM KOCTU W MOSIBNIEHNS MHOXECTBEHHbIX NMEPENOMOB Y My XU/HbI
nocne Havyana npvema aneHgpoHata. B 10T e nepuog y naumeHTa pasemnach XpoHuueckas 60ne3Hb Nnoyek, a Takxe
6bina BoisiBNieHa '®. CnoxHo ckasaTb, Kakoi MMeHHO doakTop 6onblue NOBAMAN HA HapyLWeHMe KOCTHOro obmeHa [26].
CnepnyeTt Takxe nsberatb LOMONHUTENBHOrO NpyeMa BuTamMuHa D, 3a UCKNOYEHUEM CyYaeB SIBHOro AeuumnTa,
MOCKOJbKY TPAAULMOHHbIE A5 IEYEHMS paxmTa 1 OCTEOMansuum MeTobl MOTYT YCUNUTb runepKanbumypuio

1 runepkanbumemmio, 4acto Habnogaemyto npu Tsxensix opmax MP. OgHako HeT HE06X0AMMOCTUN OrpaHNYMBaTh
npebblBaHve Ha ConHUe 1 NoTpebneHue nuwwm, 6oratoi BUTaMUHOM D, MOCKO/bKY €CTb PUCK Pas3BUTUS paxuTa,
BbI3BAHHOrO AedomuUMTOM BuTammHa D, kak conyTcTeytowero 3abonesaHus npm P [3].

3aknoyeHve

MnodbocdpaTtasmus SBNSETCA PELKMM 1 Manom3yyeHHbIM 3abonesaHneM. BMecTe ¢ TeM npaBu/bHas AnarHOCTKA OYEHb
BaXXHa, NOCKONbKY B3pocnas gpopma M'd 3ayactyto ownboyHO TpakTyeTcs Kak ocTeornopos. MpasunnbHas auarHoctuka
MOXEeT NPefoTBpaTMTb HeonpasaaHHOE NCnonb3oBaHne brucgocdoHaToB 1 BuibpaTb 60onee anekBaTHOE NeyeHue.
KnuHnyeckue nposisneHusi '® y B3pocnbix KpaiHe pasdHoobpasHbl: Kak NpasBuio, y NauneHToB Co B3pocnon dgoopmoii Id
B aHaMHe3€e UMeEeTCS yKasaHne Ha NPOsIBNEHUS paxuTa B AETCTBE UM PaHHee BbinafeHne 3y60oB (MONOYHBIX Un
MOCTOSIHHbBIX), MOTYT MMETb MeCTO Xanobbl Ha CKeNeTHO-MbIWeYHble 60K, YacTble, NNOX0 cpacTaloWMecs Nepenombl,
MOBBIWEHHYIO YTOMISEMOCTb, MU3MEHEHUE NOX0AKU, HedPpPoKanbLMHOS.

OcTaeTcs OTKpbITbIM BONPOC pacnpocTpaHeHHocTu ['® cpenu B3pOCNOro HaceneHms, a TakXxe 4acToTbl MPOSBEHNS
PasfnNyHbIX KIMHUYECKNX CUMNTOMOB. [10 HEKOTOPBIM AAHHbIM, XEHWWHbI PeXe cTpagany oT NepesioMoB, B TO BpeMs Kak
cpeau My>X4/H 0TMeYanocb peakoe pasBuTe CToMaTonornyeckmx npobnem, xanob Ha 601 B MbllWLLAX U FONOBHbIE
6onu [5].

He paspaboTaHbl guarHoctuyeckune kputepun I'®. Kpome T0ro, Ha AaHHbIA MOMEHT He CyllecTBYeT peKoMeHaauuii

no neyexuno [P y B3pocnbix. KnuHnyeckune nccnenosaHna acqorasbl anbga y B3pOoCabiX He NPOBOANINCD.

YunTblBas BblenepeyncieHHble npobnemsl, TpebyeTcs ndyyeHne naHHoro 3abonesaHus ¢ fanbHeiwein paspaboTkoi
KNMHUYECKMX pEKOMEHOaLMiA Mo BeAEHWIO NaumneHToB ¢ B3pocnon doopmoin [d.
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