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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
1, KaKk cneacTeue, K HapyleHnsaM MUHepanuaaumm KoctTHol Tkaiu. B MKB-10 M'd obo3HavaeTcs kogom E 83.3.
(HapyweHus obmeHa dpocdopa u doocgaTtasbl). Taxenas I'd BctpeyaeTcs npumepHo y 3,3 U3 1 MJIH HOBOPO XX AEHHbIX
[14]. Mo HekoTOPbLIM AaHHBIM, HOBOPOXAEHHbIE MY>XXCKOro nona yawe crpagaoT 'd [7].

HacnepnoBaHue

LeTtckne coopMbl HacneayTCs NPENMYLECTBEHHO MO ayTOCOMHO-PELLECCUBHOMY TUMY, B3POC/ble (DOPMbI MOTYT
HacnenoBaTbCs Kak no ayTOCOMHO-PELECCUBHOMY, Tak U MO ayTOCOMHO-AOMUHAHTHOMY TuMy. Ay TOCOMHO-PELIECCUBHBINA
TUN HacnefoBaHMS accouunpoBaH ¢ bonee TaxenoiMu cpopmamu P [1, 3]. Ecnm xe MyTaums HaxXoonTcs B
reTepo3nroTHOM COCTOSIHMM, TO Y HOCUTENS MOTYT UMETb MECTO BeCCUMMNTOMHbIE U3MEHEHUsI nabopaTopHbIX NokasaTtenei
[3].

Mpn ayTOCOMHO-OOMMHAHTHOM TUMNE HacnenoBaHus cylwecTeyeT 50% BEPOSITHOCTb NPOSIBNEHMS NATOFreHHOr0 BapuaHTa
MyTaumu. MpeHaTanbHas AMarHocTka BO3MOXHa y 6epeMeHHbIX, eCNM NaTOreHHbIA BapMaHT MyTaumm 6bii BbISIBNIEH Y
YyneHa cemb.

dtnonorusa v natoreHes

LLlenoyHas dpocpaTasa (Lld) — 310 MemMbpaHHbIn pepMeHT, OTHocAWMIACA K rpynne rugponas. OH HeobxoauM Ans Toro,
4yT06bl B OpraHn3mMe OCyLEeCTBASNNCD peakunm AeddoceopnInpoBaHnsi, a UMEHHO oTlenneHe docdgarta ot
opraHuyeckumx BelwecTB. HasBaHume «WenoyHas» oepMeHT Nony4un 3a 1o, YTO Hambo byl aKTUBHOCTb OH MPOSIBNSET
npu pH cpenbl B guanasoHe ot 8,6 0o 10,1. Cemeicteo naogepmeHTos LD coctont ns THI®D, 3akoampoBaHHOM B reHe
ALPL, a Takxe nnaueHTapHoW, 3apoabllweBoit n kuweyHown LLd, koanpyembix reHamm ALPP, ALPP2wn ALPI
COOTBETCTBEHHO. Tonbko nsocpepmeHT THWD yyacTByeT B MUHepanu3auun TkaHew [1].

MuHepanuaauns xpsiweit, KocTei 1 3y6oB — npouecc, MPOUCXOASWMA B HECKO/IbKO 3TanoB, UTOFOM KOTOPOro SBNSieTCS
OTNOXEHWE rMApoKcHanaTuTa Bo BHEKIETOYHOM NPOCTPaHCTBe. [[MNepTpoupoBaHHbLIE XOHAPOLMTEI, OCTEOBNACTDI 1
040HTOBNACTBI COAEPXAT MAaTPUKCHbIE My3blpbKY (BE3WKY/bI), BCTPOEHHBbIE B MeMOpaHy, 6oratble aHHekcuHamu A2, A5,
A6, Ca-ATdaszoi, WP, HykneoTna-gocgat-gpocdoactepasoin (NPP), koTpaHcnopTepamu Pit1 1 PHOSPHO 1 [1].
PHOSPHO 1 — 310 MarHusaBsucmMmas rmaponasa, kKotopas aKCnpeccupyeTcs B MUHEpPanu3npoBaHHbIX TkaHsx. NPP —
3TO rpynna hepMeHTOB, CMOCOOHbIX rMAPONM30BaTh AN3CTEPasbl 1 POCKHOPHYIO KMCNOTY B 0OCOMOHOICTEPA3bl. DTN
PEPMEHTbI YHacTBYIOT BO MHOTMX NpOLEccax B OpraHu3me, B TOM YMC/e B MUHEpann3aunm, 1 SBRsioTCa NocTaslumkamm
BHYTPUKNIETOYHOrO 1 BHEKNIETOYHOrO HeopraHmyeckoro goocgara (Pi).

MepBas cTyneHb MUHEpPaNU3aLmMm NPOXOAUT B Npefenax MaTpuyHoi Be3nkynbl, rae obpasytoTcs Kpuctanibl
rmgpokcuanatmTa. MlmapokcuanaTnT SBNseTCs OCHOBHLIM HEOPraHNYEeCKMM KOMMOHEHTOM KOCTHOI TKkaHu. MembpaHHble
gocponunuabl rmaponuaytotcsa dooccponunasori C oo dpocdoxonmHa n gpocdoaTaHonammHa. 3atem 3T CoeaUHEHNS
rngponuaytotca PHOSPHO 1 ¢ nonyyeHneM HeopraHuyeckoro dooccpata. [Ipyrum MCTOYHNMKOM HEOPraHNYecKoro
goocdaTta B MaTpuyHbIX Be3nkynax sasnsetcsa Pit 1 — Na/PikoTtpacnoptep. KanbLuii npoHWKaeT B BE3UKYNy Yyepes
aHHekcnH-Ca-kaHan (pwuc.).
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MonyumBlMecs KpUCTanbl FTMApPOKCUanatTmTa NeHeTPUPYIOT MAaTPUKCHbIE BE3WKY /bl 1 MPOHMKAIOT BO BHEKNETOYHOE
NPOCTPaHCTBO, rAe, B KOHEYHOM CUeTe, 0CaXAA0TCA MeX Ay KonnareHoBbiMy conbprnnamu, 4Tobbl 3aBepwmnTb
MUHEpann3aumio B Nnpegenax BHEKNETOYHOro matpukca. COOTHOWEHME HEOPraHMYeCKOro chocgara K HeopraHm4yeckomy
nupodpocdaty (PPi) nMeeT pellatolee 3Ha4YeHe Ha BTOPOM aTane MuHepanusaumm. HeopraHuyeckuini nupodooccpat
aBnsieTcs MHrMbutTopom obpasoBaHus rmapokcmanatuta. HeopraHudeckuii nupodpocdat obpasyeTtcs AByMs crocobamm:
BO BHEK/IETOYHOM npocTpaHcTee M3 AT® ¢ nomouibio MembpaHHoro doepMeHTa NPP1, a Takxe NpoHuKaeT n3
umMTonnasmsl, rae obpasyeTtcs B npoLecce KNeTouHoro Metabonmama ¢ MoMoLblo TpaHCMEMOPAHHOT0 TPaHCNOPTHOTO
nosepxHocTHoro 6enka ANKH, yenoBeueckoro romonora MoiwmHoro 6enka nporpeccupytowero aHkmnosa (ANK) —
KOTpaHcrnopTepa, KOTopblii NPe3eHTUpyeTcsl Ha MembpaHe xoHapounTos 1 octeobnactos. THILU®D Takxe HaxoauTcs Ha
MeMbpaHe MaTpPUKCHbIX BE3VKYN U TMAPOAM3YEeT HEOPraHUYECKUiA MMpohocdaTt JO HEOpraHMYeckoro goocdpara, Tem
camblM crocobcTBy s 06pa3oBaHuio rmapokcmanaTumTa.

Y mbiwen Hegoctatok NPP1 nnn ANK npveoann K Kanbumukaumm Markux TkaHemn, B TOM YMcne CocynoB, B peaynbTaTe
cokpateHusa yposHa PPi. HanpoTtus, Mbiwn ¢ HepgocTtatkom THILD nemMoHCTprpoBanu KIMHUYECKYIO KapTUHY
MnageHyeckon cpopmbl I'd. Ha 6—10 cyTkm nocne poxXAeHUs NPOSBASNNCL NPU3HAKM TMNoOMUMHepanusauum, Ha 20-e CyTkm
MblWK ymMyupanu. HapyweHvue MuHepanusauum Npoucxoamno B pesynbTate HapylweHns CuHTesa rugpokcuanaTnta ns-3a
BbICOKOW KoHUeHTpauun PPi (18).

["'mnodpocpartasma passmeaeTcs B pesynbtate gedekta pyHkuny THLLD, 4To NpMBOANT K HapyLWeHNsaM MUHepannaaumu.
HeduumTt WD nprBoanT K NnogaBneHnNo CMHTE3a rnapokcmanaTnTa Bo BHEKNETOYHOM npocTpaHcTee. OnHako B
MaTPUYHbIX My3blpbkax MUHEpanM3aums NPoXoanT HopMmasbHo. Takum 06pasoM, y naumeHToB ¢ P KOCTHbI MaTpuKe
OCTaeTCH HEMMHEPANU3OBAHHbBIM, YTO BEAET K PaXvTy U OCTEOMANSALUN.

Lpyroii ponbio W sengetcs accoumnaumns ¢ CUHTE30M HEMPOTPAHCMUTTEPOB B LLEHTPanbHOM HepsHol cucteme (LIHC).
Mupnookcanb-5-gpocdat (PLP) — ocHoBHas LMpKynupytowas gopma sutammnHa Bg — sBnseTcs kopepmMeHToMm
nekapbokcunasbl r1yTaMnHOBOM KUCNOThI, KoTopasi oTBevaeT 3a cuHTe3 TAMK. C nomoubio WD npoucxoomnt
negoocopopunmpoaHue PLP, B pe3ynbTaTte Yero obpasyeTcsi nMpuaokKcasb, KOTOPbI MOXET NPOHUKHYTb Yepes
rematosHueddannyecknin 6apbep, a janee socctaHoBuTbes B PLP. Oedouumnt WD npusoant k HepocTatky PLP B LIHC,
KOTOPbIV KNMUHUYECKN NPOSBNAETCS BUTaMUH Bg-3aBmcumbiMm cynoporamm [1].

KnuHuyeckue chopmbl runocgpoccparasmm v nx NposiBfieHUs1
KnnHnyeckas KapTunHa FI/IFIO(pOCd.)aTaSVIVI BapbupyeT B 3aBUCMMOCTKN OT BO3pacTa.

1. MepuHatanbHas (TsiXenasi, neta/ibHasi) gpopmMa. MoxeT 6bITb AMarHoCTMpoBaHa BHYTPUYTPOBHO MK cpasy npu
poxaeHnn. XapakTepusyeTcst NOJIHbIM OTCYTCTBMEM MUHEpanu3auum KocTen ckeneta, 0OCTEOXOHAPasbHbIMU WNOPaMH,
BbICTYNAOWMMK Yepes KOXY Npeanneynin n Hor (naToreHes faHHbIX MPOSBNEHNA HEU3BECTEH), 3HAYNTENbHbIM
YKOPOYEHNEM ANUHHBIX TPYOYATBIX KOCTEN, CYyA0POXHBIM CUHAPOMOM [12]. Bes 3amecTUTENbHON Tepanumn aeTu nornbaroT
B TeueHue roga [3]. Bcem HOBOpOX AeHHbIM TpebyeTcs BEHTUNAUMOHHAS NOAAepXKa BBUAY BbiPaXeHHON AblxaTenbHOM
HeLOCTaTOYHOCTU BCNEACTBME rMNONNasnm Nerkux 1 6uoMexaHnyecknx HapyweHuii akta AblxaHus U3-3a paxmTuyeckmx
N3MEHEHWNIA rpyOHON KNEeTKW.

2. MnageH4eckas (Oob6pokadyecTBeHHasi, UHGbaHTWbHasi) ghopMa. MNposBnsieTcs AblXxaTenbHON HEAOCTATOYHOCThIO W
BMTaMuH Bg-3aBnCKMbIMK Cyaoporamu B nepeble 6 MECALIEB XU3HU, & TakXe BblpaXeHHOW MbIlEYHON rMnoTOHNEN.



Mockonbky nopasnsieTcs obpasoBaHne rnapokcranaTuTa, CHUXaeTcsl ypoBeHb NoTpebneHns Kanbumnst KOCTbio, 4TO
NPUBOIMWT K runepkanbunemMmum, runepkanbLmypun n, Kak cCneacTeue, k HegppokanbumHody. Kpome Toro, yacto
HabnoaaeTcs KPaHMOCMHOCTO3, KOTOPbIN ONaceH NoBbIWEHWEM BHYTPUYEPENHOro JaBneHns 1 pasBUTMEM oTeka
3pUTENBHOrO HEPBa, 4To TpebyeT kpaHnoToMun. OCcTaeTCsl HESICHBIM NaTOreHe3 BO3HWKHOBEHUS KpaHnocuHocTosa [15].
Bes 3amecTnTenbHom Tepanun netanbHOCTb cocTasnset 50% k 9 mecsuam Xusnu [16].

3. OBeHnnbHasi popMa. TUNNYHLIMU NPOSIBNEHNAMU SIBNSIOTCA paHHAS (0o Bo3pacTta 5 net) noteps 3ybos, 601 B
KOCTSIX, edpopMaLMmn KOCTeN, XxapakTepHble Ans paxuta (BopoHkoobpasHas rpyaHas knetka, 4eopMaLms KOHeUHOCTEN,
paxuTnyYeckmne YeTku), YacTbie NAOX0 3axuBsatolme nepenombl. letm MoryT UMeTb 3HaUYUTENbHYIO 3a0epXKy
IBMraTenbHoro passutus. B HekoTopbix cnyyasx ownboYHO CTaBAT AMarHo3 XPOHUYECKOro My nbTUGIOKaNbHOMO
pPeLVaMBUPYIOLEr0 OCTEOMUENNTA, A5 KOTOPOro XapakTEPHO NopaxeHne MeTadn3os OANHHbIX TpybyaTbiX KOCTEN, 0TeK
KOCTHOro MO3ra, neprapTukynsipHole 6011, 0Tek MArkmx TkaHei [25]. NMpoucxoanT 3amenneHne pocta KOCTu uU3-3a
HapylweHns aHXoHApanbHOW occudmkaunm, Kak npu paxmnte. PasmsaryeHne KOCTHOM TKaHu B pesynbTarte aedekra
MUHepanunsauum octeonna Ha y4acTkax pemoLenvpoBaHns, a TakXXe HapyleHns MruHepannaaumm Ha yyactkax pocra Ha
neprocTanbHo NOBEPXHOCTM MNPUBOAST K HECMOCOBHOCTM YBENNYMTL WHUPWHY KOCTU, B pE3YNbTate Yero oopMmpyeTcs
y3Kas KOCTb, KOTOpas Nerko crmbaeTcs, 4To MOXeT NPMBOAMTL K 3HAYUTENBHON Aedopmauun. FpyaHas kneTka
npuHUMaeT BOPOHKOOBpa3Hyto chopMy, pebpa He MoryT afekBaTHO y4acTBOBaTh B AblXaHWUW, BO3HWKAIOT aTenekTasbl,
yxyaweHue razoobmMeHa 1, Kak CneicTBue, AblxaTebHas HeL0CTaTo4HOCTb [13].

B uenom MNPOrHo3 Ans XU3HM OTHOCUTENIbHO 6naror|pv|s|TeH. OpnHako, B 3aBMCMMOCTHN OT I'IpOFIBJ'IeHVII7I SaGOHGBaHVIﬂ,
Ka4yeCTBO XWNU3HM MOXeET CcTpanaTthb.

4. Bapocnas gpopma. XapakTepHbIMU NPOSIBNEHUSIMU SIBASIIOTCS OCTEOMNOPO3, PELUANBUPYIOWME HU3KOSHEPTeTUYEeCK e
nepenoMbl, a Takxe 60M B KOCTSIX M MbllLAX, FONOBHble 60K, cTOMaTON0orM4yeckme aHomanuu. Nepenombl 06bI4HO
NIOKanu3ytoTCs B Ny4YEBOW, MIEYEBON KOCTSX; Y XEHLMH pacnpocTpaHeHbl NoABePTE/bHbIE NepenoMbl 6eApeHHbIX KOCTEN,
nepenoMbl NMOCHEBbLIX KOCTEW, Y My>X4MH — NepenoMbl No3BOHKOB [17].

3aboneBaHne MOXeT HaYMHaTbCS TakXe C Kpuctannnyeckux apTponatuin. OTnoxeHue nupodpocdara kanbLus B
CBSA3KaX, CYyXOXW/NSAX U cycTaBax MoXeT ObiTb NprUYnHO 60NEBOro CUHAPOMA ¥ OrPaHUYEHNS ABUraTEeNbHOWM aKTMBHOCTU
[4].

C. C. PoguoHosa u coaeT. [11] onucanu gga cnyyast F® y B3pocnbix. B ogHoM cnyyae P 6bina noarsepxaeHa y
XEHLUMHBI C KNIMHUKO-PEHTIEHONOMMYECKON KAPTUHOA, CXOLHOW C MOCTMEHOMNAY3HbIM OCTEOMNOPO30M, OCNOXHEHHBIM
KOMMPECCNOHHBIM MEPENIOMOM NMO3BOHKA, OT/IMYAIOWUMCS NMLWb CHUXEHHbBIM ypoBHeM L. B opyrom cnyyae y nauneHTa ¢
acenTMYeckMM HEKPO30OM FoNoBKM BepeHHoM KocTn 0BHapyXeH HM3Knid ypoBeHb LD, npu reHeTuyeckom nccnenoBaHum
amarHos '® noateepXAeH U PeKOMEHLOBAHO NevyeHne acdoTasoi anbga’ B nocneonepauroHHOM nepmoae.

5. OgoHTOornnogpocgharasus. Xapaktepmayetcs npobnemamm ¢ 3ybamu 1 ncknoyaeT Kkakme-nmbo ckeneTHble
nposiBNneHuns. Ha cocTtosiHne 3y608 BNMNAeT KakK OTCYTCTBME LLeMeHTa, TakK N HapylweHne oﬁpaaosava aManu, 4To NpmueoOUT
K Kapuecy.

YpogeHb LLd MoxeT BbiTb HEMHOMO HUXE HOPMa/bHOro UMK Aaxe B Npeaenax HopMmasbHOro ananasoHa, NoaTomy y
noboro naumeHTa ¢ HeobbACHUMOW NPeX AeBPEMEHHON NOTepelt MONOYHBIX U/ MK NOCTOSIHHBLIX 3y60B cnenyeT
3anopo03puThb ogoHTornnodpocdarasmio. MoMuMo npex AeBpeMeEHHON NoTepu 3y60oB, OfOHTOrMNogoctaTasus
XapakTepuayeTcsl CHUXEHMEM BbICOTbI a/IbBEOJIAPHON KOCTW, aHOManbHO KOPOTKMM KOPHEM W pacIMPEHHON Ny nbnapHoi
kamepoii. Kpome Toro, 4acto HabnojatoTca runonnasust amanu, ANCnnasus AeHTUHa 1 runonnasuns uemeHTa. MMHIMBUT
NepuonoHTUT BCTpevatoTcs peako [23].

duarHoctuka

OunarHocTtuka runodpoccpatasum 3aTpyaHeHa BBMAY TOro, 4To 3aboneBaHne peakoe 1 CUMNTOMbI B NEPBYIO 04epeab
noeHTuuuMpytoTesa kak 6onee pacnpocTtpaHeHHble 3abonesaHus. AuarHocTnyeckune kputepum [P He paspaboTaHbi.
OcHOBHbIM Npr3HakoM D aBnsgeTcs HU3KKI ypoBeHb LD cbiBOPOTKN KPOBW.

JlaboparopHasi AnarHocTuka
1. llenoyHas gpocgpraTasa KPoOBM — CHUXEHaA.

CnepnyeT NOMHWTb, YTO pedpepeHcHble 3HaueHns LWd pasnuyaoTcs B 3aBUCMMOCTU OT Nona 1 BO3pacTa, a TakXe MoryT
HECKONbKO pasnmyaTbCsi B 3aBUCUMOCTU 0T nabopatopuu. LLLd MoxeT noBblwatbes Bo BpeMst 6epemeHHocTU. Hebonbloe
MoBbIlEHVE MOXET HabnaaTbcs TakXe Npw 3aboneBaHnsIX NeYeHn, CBEXMX NepeoMax 1 B nocreonepalnoHHoM
nepvoge. Mo aTum nprymHam HeobX0AMMO HECKONbKO Pa3 NOBTOPUTL aHanua npu nogospeHnm Ha Fo.

KonnyectBeHHOro aHanmaa KoctHoi dopakuum Ld obbiuHO He TpebyeTcsa. OaHako npu 3aboneBaHnsax NeyYeHn,
6epeMeHHOCTH, B MOCNeonepaumoHHoM nepuoae obwas LWLd MoxeT 6biTb NOXHOHOPManbHOW [3].

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



doctoaTaHoNaMunH Hapsaoy ¢ NUpuaoKcanb-5-ocgaTom U HeopraHM4yeckm nupodpocgaTom ansetcs cybetpaTtom Ld,
KOTOpbI HakannMBaeTcs B nnasme u Moye npu gecouumnte WdD. 3710 BTOPOI aHanm3, KOTOPbIi HEOOXOANMO BbINOMHATb
npv nogospeHunn Ha [ P. MNosbiweHHbIN ypoBeHb P OA rosopuT B Nonb3y anarHosa I'P. OnHako AaHHbIA nokasaTenb
MOXET MOBbIWATLCS NPU APYrnx MeTabonmyeckmx 3aboneBaHnsX UAU MHOM4a UMETb HOPMasbHbIA YPOBEHb Y 60/bHbIX D
[3, 11]. BeccMNTOMHbIE reTEPO3UIrOTHBIE HOCUTENN MyTaLUN MOTYT UMETb MOBbIWEHHYIO0 KOHLeHTpauuio G 3A [3].

3. KoHueHTpaumsa nupunokcanb-5-gpocdara B KpOBY — MOBbIWEHA.

M3-3a pedomumta WP He npomcxoont gechoctopunmposanmna PLP, noaToMy nupmnaokcasnb He NPOHMKaEeT Yyepes
remaTosHuedannyeckuin 6apbep, a PLP HakanMBaeTcs B CUCTEMHOM KPOBOTOKE.

Bronoruyeckun akTnBHbIA MeTabonuT BUTaMnHa BS MoXeT ObITb Hanbonee 4yBCTBUTE/IbHbIM NHONKATOPOM [®. B TeueHune

HeLenu Ao coayu aHanmaa He pekoMeHayeTtcs ynoTpebnsitb BuTaMmHHble Lo6aBku BO n3bexaHue
NOXHOMNONOXUTENbHOMO pesynbTarta [3].

Kak npasuno, yem Taxenee coopma (D y neteir, TeM HUXe KOHUEHTpauus LD 1 Bbiwe KOHUEHTpaums nupnaokcanb-5-
gocgpata B nnaame [8]. MNupupokcans-5-gooccar BEPOATHO KOPPENUPYET C BOSHNKHOBEHNEM NEPENOMOB Y KONUYECTBOM
CMMMTOMOB Y B3pOCbIX [5].

4. KOHLI,eHTpaLI,I/ISI o6mero Kanbunsa, NOHN3NPOBAHHOIO Kanbuns, HEOpraHn4eckoro (*)OCCpaTa B KpOBW — HOpPMa.

HopManbHblii ypoBEHb faHHbIX NokasaTenei otnumyaeT D oT apyrux goopm paxuta. Mnepkanbunypusi boiaeT 6e3
MOBLIWEHMNS KOHLEHTPALMWN KanbLus B KPOBU. XOTS KOHLEHTpaums dooccopa B KpOBM 1 MOYe B BONbIIMHCTBE CNyYaes
ocTaeTcs B npeaenax pedepeHcHbIX 3Ha4YEeHNIA, OHa MOXXEeT 1 nosblwaTtbes [3].

5. KoHueHTpauusa sutamnHa D n napaTtropmoHa B KpoBuM — HopMma.
6. HeopraHuueckuii pocpat B MOYE — MOBbLILIEH.

970 YyBCTBMTENbHbBIA Mapkep [P, KOTOPbIA TakXe MOXEeT ObiTb NOBbIWEH Y 6eCCUMNTOMHbIX HocuTenel [3].
JleyeHne

Mpwn ycTaHoBneHwun guarHosa F® tpebyeTcs MynbTUANCLUMNAMHAPHBIA NOAXO0M K NEYEHMIO NaunMeHTa 1 npeaynpeXx aeHuno
OCNOXHEeHUI 3aboneBaHus.

Y HOBOPOXAEHHBIX MOTYT NOTPeboBaTbCs UCKYCCTBEHHAs BeHTUnAUmMs nerkux (MIBJ1) nnn gpyrve meToapl pecnnpatopHoi
nopnepxku. Ans netei B nepsbii rof Xu3Hu TpebyeTtcs HabnogeHne HeBponora (npeaynpexaeHne cyaopor, BBEAeHWe
BMTaMuHa Bg), Hempoxumpypra (npy Hann4nm KPaHMOCMHOCTO3a NOKa3aHo XUPYPruyeckoe neyeHne), opronena
(NpenynpexaeHue 1 nevyeHne pedopmauuin ckeneta), spada JI®K (ontummsauns osuratenbHON ak TUBHOCTHN),
ctomartonora. C runepkanbumuemMmeii CnpasnsioTCs C MOMOLLbIO BBEAEHNS NETNEBbIX ANYPETUKOB, OrpaHNYeHns
colepXaHns KanbLus B NULLE 1 OrpaHnyeHns Konmyectsa noTpebnsaemoin XunnkocTm.

TpaHcnnaHTaumMsa KOCTHOro Mo3ra 8-MecsayHol AeBoYke nokasana 3HaunuTenbHoe KIMHUYECKOe U PEHTreHoNnornyeckoe
ynydweHne. CnycTts 7 neT nauMeHTKa akTUBHA, UMEET KIMHNYECKNA oeHOTHN fLOBPOKaYECTBEHHO IOBEHNbHON (DOPMbI
["®. B opyrom cnyyae TpaHcnnaHTaumsa KOCTHOro Mo3ra nokasana ynydweHue (oyHKUniA, 0OHAKO Bbi3Bana NeKapCTBEHHYHO
NenKeMnio [9] I'Iepeca,uKa aNNoreHHbIX Me3eHXMalbHbIX CTBOJIOBbIX KJIETOK A0OHOpPA, N301MpoBaHHaA TpaHCcnnaHTauns
ocTeobnacToB TakXe He JaBanu goctaToyHoro adpdpekta [13].

B 1956 r. onsa neyeHns '® ¢ orpaHMyYeHHbIM YCNEXOM MPUMEHSN KOPTU30H. VICMonb30BaHMe 3aMeHHOro nepenneBaHus
nnasmbl, 6oraToit WD, o1 naumeHToB ¢ 6onesHbio Menxera bbino npennpuHaTo B 1980-x roaax [13]. [aHHble MeTonbl
neyenus ' Takxe He yBeHYanuUCb yCrexom.

B 2015 r. 6bina onpoboBaHa natoreHeTnyeckas tepanus P yenoBeyeckuM pekOMOMHAHTHBIM TKaHEHECNeLMGUYECKUM
XMMEPHbIM MIMKONPOTENHOM LenoYHon dpochaTtasbl — acoTtason anba. [aHHbii npenapar ncnonb3osancs Ans
neyeHus nepuHaTanbHoON, MnaneH4eckon n toBeHunbHon opm M. PekomenayeTca n/k MHbekuun 6 pas B Hepenio 1
Mr/KT Macchl Tena unm 3 pasa B Hegento no 2 Mr/kr maccel Tena. MakcumanbHblin 06bem nHbekumn — 1 mn [10]. Mocne 6—
12 MecsiLeB neyeHns Habnoganacb NONOXMUTENbHAS AMHAMKKA MO NoKasaTensmM pocTa, ABUraTeNbHOro passuTus,
pecnupaTopHOn PyHKUMK Y 37 NauMeHTOB, 04HAKO elle HEM3BECTEH OTCPOYEHHbIN 3 PeKT neveHus [24].

B knuHuyeckom nccnenosaHny B AnoHUM npuHuManu yyactve 13 naumeHTos, B TOM Yucne 34-neTHUn My>X4mHa, UMetoLnii
B aHaMHe3e nepenioM NAe4YeBon KOCTU 1 NEBOW KMOYMLIbI, HAPYLLEHWE NOX0OKMW, apTpanrun. Peakumm B MECTE MHbEKLNN
6binn Hanbonee YacTbIMU HeXenaTteNnbHbIMU SBReHUAMU. Cepbe3HOl HeXenaTeNnbHol peakunein, BOSMOXHO CBSI3aHHOW C
neyeHnemM acchoTasoi anbda, 6b1n Cynopory 1 runokanbLUmMeMmns y nauneHTa ¢ nepuHaTanbHoi gopmoii I'd.
PekoMBMHaHTHbIA DEPMEHT CTUMYIMPYET MUHEPanu3aLmnio B KOCTSX, M 9TOT npouecc TpebyeT TpaHCNopTUPOBKM Kanbuns
B KOCTHYIO TKaHb, 4TO MOXET ObiTb MPUYMHOMN FNOKaNbLMEMUN BO BPEMS NiedeHuns [22].



AccpoTasa anba Ha CEroaHSWHNIA 1eHb 3aperucTpupoBaHa TONbKO ANS NeYeHns eTckux qoopm D, NoaTOMy AaHHbIX O
neyeHnn acpoTason anbgoa B3pocibix Mano. H. Ramde n coasT. [20] npoBoannn nevyeHne acgoTason anbda 59-netHei
XEHILUVWHBbI, Haxoasiencs Ha remoamanmae ¢ ' ®, nebioTnpoeaswweit B aetctse. MNocne 13 Mecsiues Tepanun acoTason
anbga y nauneHTKn Habnoaanock NnoBbIWeHe NOABUXHOCTU, yMeHblweHne 60N1eBOro CMHAPOMA, 3HAYNTEIbHOE
ynydlweHne MMHepanm3aLmm KOCTen BO BCEM CKeneTe, BKYas KOHCONNAauunio CyLeCcTBYIOWNX NepenoMoB 1 OTCYTCTBUE
HOBbIX MEePenoMOB. DTOT Cy4ar nokasbliBaeT TepaneBTUYECKUIA YyCNeX NeYeHns acgoTason anbga B3pocnoro naumeHTa c
ro.

P. M. Camacho v coaBrT. [2] 6bin npeacTaBieH OTHET O NEYEHUM ABYX XeHWwuH ¢ [P TepunapaTtnnom B fose 20 mr
NOAOKOXHO eXeOHEeBHO B TeYEHVe ABYX NeT, a TakXe OnucaHo ele 6 nauneHTok, nevnslnxca tepunapatnnom. Bee 8
naumeHTok — XeHwWwuHbl oT 50 Ao 80 neT. YXe yepes 3—6 MecsLeB NeyYeHns y naumeHTok nosblwancs yposeHb WM n
mMapkepoB pe3opbunu. Takxe Bbinv onucaHbl Takne apekTbl, Kak yMeHblueHne 6onelt B KOCTSX, HOpManusaums
BrOXUMMYECKMX NOKa3aTenel BO BPEMS NEUYEHNS, YNy4ILeHNe PEHTIEHONOrNYeckux nokasatenei [2]. OgHako Ans
MOATBEPXAEHNS NONOXMNTENBHOIO BAUSIHWS Tepunapatmaa npu Fd tpebyeTcs rmcTonornyeckoe nccnefoBaHue KocTu,
KOTOpOe He 6b1no NnpeacTasneHo. TakXke onucaH cnyyai yCnewHoro neveHns TepmnapaTniom MyXxymHsl ¢ F'd n
TEPMUHANbHOW cTaanen XxpoHuyeckoin 6oneaHn noyek [21].

Mo faHHbIM Opyrux aBTOPOB, TepunapaTni Bbi3biBaeT OCTEOCAPKOMY Y KPbIC U MOXET yBENNYMBATbL PUCK PasBUTUS
OCTEeO0CapkoMbl y AeTen (0nyxonun 30Hbl pocTa), MO3TOMY AN nedveHns getckux goopm [Md npenapat He ucnonb3yetcs [3].

BucdoccpoHathl (BP) npoTtmeonokasaHsl npu [P, Tak Kak MEXaHN3M OECTBUS OCHOBLIBAETCS Ha UX CTPYKTYPHOW
aHanorum ¢ nupogoocdpatamun. brucgocdpoHaTHas rpynna MUTMPYET CTPYKTYPY nMpodpocdarta, TeM caMblM MHIMbMpys
aKkTMBaLuio PEPMEHTOB, KOTOPbIE YTUAN3MPYIOT NupodocdaTel. OgHako y MHOrux naumeHTtos ' octaeTcs
HeOnarHoCTUPOBAHHOW, 1 OHW MonyyaroT nevexHve Bd.

Y XeHwWwmH, cTpagatowmx P, onucaHbl cnyyay aTunnMyHbIX NOABEPTENbHbIX NepenoMoB 6eApeHHON KOCTH, KOTopble
BCTpEYalnTCs TakXe Npu AnuTenbHoi Tepanum B u accounmpoBaHbl ¢ 3aMeaneHneM KocTHoro metabonmama [18, 19).
BeposiTHO, npuem B® y nauneHTta c P MoxeT ycyrybutb 1 6e3 Toro 3ameanieHHblii 0OMeH KOCTHOM TKaHW, 4TO MOXeT
MPUBECTU K aTUNUYHbIM NepenoMam 6eapa. JaHHbIX 0 YacTOTE OCNOXHEHUI TaKOro NeYEHNs Ha AAHHbIA MOMEHT HeT.
OnwcaH cnyyai pe3koro CHUXEHNS MUHEPanbHOW NAOTHOCTY KOCTW W MOSIBNIEHNS MHOXECTBEHHbIX NMEPENOMOB Y MY XU/HbI
nocne Havyana npvema aneHgpoHata. B 10T e nepuog y naumeHTa pasemnach XpoHuueckas 60n1e3Hb Nnoyek, a Takxe
6bina BoisiBneHa M'd. CnoxHo ckasaTb, Kakol UMeHHO hakTop Bosblue NOBNUS Ha HapyLeHNe KOCTHOro obmeHa [26].

CnepnyeTt Takxe n3beratb LOMONHUTENBHOrO NpueMa BuTamuHa D, 3a UCKNOYEHMEM CyYaeB SBHOroO AepuumnTa,
NMOCKONbKY TPaOULMOHHbIE ANS NeYEHNs paxmnta u 0CTeoMansauum MeTobl MOryT YCUINTb rMnepKanbLnypuio 1
runepkanbLueMnio, 4acTo Habnogaemyto npu Taxensix goopmax FP. OgHako HeT HE0BX0AUMOCTM OFrpaHUYMBaTb
npebblBaHye Ha ConHUe 1 NoTpebneHue nuwwm, 6oratoi BUTaMUMHOM D, MOCKO/bKY €CTb PUCK Pa3BUTUS pPaxuTa,
BbI3BAHHOrO AedomuMTOM BuTammHa D, kak conyTcTBytowero 3abonesaHns npm ' [3].

3aknoyeHue

vnodbocgpaTasus sSBNsSeTCS PeAKUM U ManonayyeHHbIM 3abonesaHneM. BMecTe ¢ TeM npasu/ibHas AMarHOCTVKa OYeHb
BaXXHa, MOCKONbKY B3pocnas cpopma D 3ayacTyto owmMBOYHO TPaKTyeTCs Kak ocTeonopos. MpasuibHas AMarHocTuka
MOXeT NpeJoTBPaTUTb HEONPaBAAHHOE UCMONb30BaHue BUCOCHOHATOB 1 BoiBpaTh 6onee afekBaTHoe nedyeHue.

KnuHunyeckune nposineHus F®d y B3poc/bix KpaiHe pasHoobpasHbl: Kak NpaBuniio, Y NauMeHToB o B3POc/oin gopmoii D B
aHaMHe3e MMeeTCs yKasaHue Ha NPOSIBNEHNS paxuTa B AETCTBE UMW paHHee BbinafeHne 3y60B (MONOYHbBIX MK
MOCTOSIHHBIX), MOTYT MMETb MeCTO Xanobbl Ha CKeNeTHO-MbIWeYHble 60K, YacTble, NNOX0 cpacTaloWMecs Nepenombl,
MOBbIWEHHYO YTOMASIEMOCTb, M3MEHEHWE NOXOAKW, HEPPOKA/bLMHOS.

OcTaeTcs OTKpbITEIM BONPOC pacnpocTpaHeHHocTH d cpeln B3pOCNOro HaceneHus, a Takxxe 4acToTbl MPOSBNEHUS
pPasnNYHbIX KJIMHUYECKMX CUMNTOMOB. 10 HEKOTOPLIM JAHHbLIM, XEHLWMHbI pexe cTpanany oT NepesioMoB, B TO BPeMs Kak
cpenyn My>X4uH 0TMeyanocb peakoe pasBuTie ctoMaToniorndeckmx npobnem, xanob Ha 6011 B MbllLAX U TONOBHbIE 60NN
[5].

He paspabotaHbl guarHoctuyeckume kputepun 'd. Kpome T0ro, Ha AaHHbIA MOMEHT He CyllecTByeT pekoMeHAauunii no
neyenuto ['® y B3pocnbix. KnuHnyeckne nccnenosaHns accporasbl anbga y B3pOCbiX HE NPOBOANIUCD.

YunTblBas BblenepeyncieHHble npobnemsl, TpebyeTcs nayyeHne naHHoro 3abonesaHus ¢ fanbHeiwein paspaboTkoi
KNMHUYECKMX pEKOMEHOaLMA Mo BeAEHWIO NauneHToB ¢ B3pocnon doopmoin [d.
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