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'mnodpocdarasua (cuH. docdoaTaHoNaMUHypuUs) —
peaKoe HacneacTtBeHHoe 3aboneBaHne, 06YC/IOBIEHHOE OT-
CYTCTBMEM WU CHUKEHWMEM aKTUBHOCTU CbIBOPOTOYHOM,
TKaHEBOW (MeYeHb, KOCTb, MOYKM, JIETKME, KULLIEYHMK) Lie-
no4Hon docdaTasbl, KOTOPOE BEAET K HapyLIEHUIO MUHEpa-
nn3aumn Kocten. lNepsBoe onucaHue, ony6aMKOBaHHOE B
1948 roay, npuHagnexut J.C. Rathbun [1].

Kak M3BeCTHO, B HOPME MOHbI KaNlbLiMsi COBMECTHO C aHWO-
Hamu docdaTa 06pa3yoT docdaT KanblLms, OTKIaAbIBalO-
LMICS B KOCTU B BUAE CMELUaHHbIX KpUCTannoB KapboHana-
TUT@ W TUMAPOKCMN anatuTa. CHUXKEHWEe aKTUBHOCTHM
LenoyHon docdarasbl HapylwaeT npouecc nepexoga doc-
doataHoNaMKUHa, HeopraHuyeckoro docdata, NUPUAOK-
canb-5-pocdata B pocdaTbl, 4TO 3aepKMBaeT KanbLndu-
Kauuio 1 MUHEepanM3aLmio KOCTU (0CO6EHHO B 30HaxX pocCTa,
MeTadusax), a TakKe Cnocob6CTBYET HAKOMIEHUIO OpPraHu-
4yeckux GocdaTtoB B KPOBU U IKCKPELMU UX C MO4YOK [2].

B HacToslee BpeMs naeHTudmumpoBaHo 6onee 100 myTa-
umt reHa TNSALP (1p36.1-p34), TKaHe-Hecneuuduryec-
KON wwenoyHon docdartasbl [3—5]. Hanbonee yacto nepe-
Javya gedeKta NpoMCXOoAMT MO ayTOCOMHO-PELLECCUBHOMY
TUMY, KparnHe peoK ayTOCOMHO-AOMUHAHTHbIM NYyTb Hacne-
[I0BaHus.

Mnodocdaraszma otnn4aeTcss BbliparKEHHOM KIMHUYECKON
BapmnabenbHOCTbIO U Pa3/IMYHbIMKU CPOKaMU MaHUecTaLmm
NepBbIX KMTMHUYECKMX CUMNTOMOB — OT MEPTBOPOXAEHHOC-
™ ¢ gedeKTamm BHYTPUYTPOOHON MUHEpPann3aLuun ckeneta
[0 NaTONOrMYECKUX MepenomoB, pa3BMBaloWMXCS B CTap-
LeM AETCKOM BO3pacTe U BO B3POCIOM COCTOSAHUM [6]. B 3a-
BMCMMOCTM OT CPOKOB MaHudectauuu BbigensoT 4 Kiu-
HUYeckrne GopMbl: NepuHaTanbHylo (netanbHocTb B 100%
cnyyaeB), UHaHTUNbHYID (CMepTHOCTb OKoso 40%), aeT-
CKylo (neTafnbHOCTb OKONO 1%) u B3pochylo (Xxopowun
NPOrHO3, 4acTo He agnarHoctupyetcs). s Hanbonee Taxe-
NbIX GOPM, HaYMHAIOWMXCA BHYTPUYTPOOHO MAM B PaHHEM
HeoHaTallbHOM BO3pacTe, XapaKTepHbl OCTEOMaNALNUK C TH-

*enbiMu gedbopmaLMamMmn ckeneta no TNy paxmTonogo6HbIX
M3MEHEHUI KOHEYHOCTEN, NanbLeB, pebep, MO3BOHOYHMKA,
«MeMOBpaHO3HbIV» Yeper, Taenoe oblee cocTosHMe, CBSI-
3aHHOE C ruMnepKanbunemMunen (MbllievyHas rMnoTOHUS,
pBOTa, Aernaparauus, aHOPeKCHs, NOBbILEHHAA HepBHas
BO306YAMMOCTb, 3amnopbl, PecnupatopHbli AWCTPECC-CUHA-
poM). MHTenneKT 60/bHbIX AeTen 06bIYHO COXPaHEH.

Mpn dopmax 60ne3HM ¢ No3aHEN MaHUdecTaLMen oTMeYa-
eTca 6onee nerkoe teyeHue. PaxutonogobHble aedopma-
UMK cKeneTa (Yawe no Tvny genu valgum) pa3BuBatoTCH
NoCTENEHHO U BapbMpPytoT NO CTENEHW BblipaxkeHHocTw. lMpe-
MMYLLECTBEHHO NMOPaXatoTCH HUKHMUE KOHEYHOCTH, KOTOpPbIE
LedbopMUPYIOTCH U CTaHOBSATCH KOPOTKUMMU; Habniogaercs
OTCTaBaHWe GMU3MYECKOro pa3BuTKs, rMaBHbIM 06pa3oMm, 3a
cyeTt gedumumnTta pocta. Hepearo oGHapyX1BaeTcs KpaHnoc-
TEHO3, rpyaHas KieTKa yMeHblleHa B 00beMe 3a CHET YKO-
poyeHus pebep. [NaTOrHOMOHWYHbIM MPU3HAKOM CYUTaEeTCH
npexXaeBpeMeHHOe BblNajeHne MOSIOYHbIX U MOCTOSHHbIX
3y60B. a5 B3pocnon dopmbl runodpocdatasnn xapakrep-
Hbl 60/1M B KOCTSIX, NCeBAONEPENOMbI, HU3KOPOC/OCTb.

OCHOBHbIMW KPUTEPUAMU AUATHOCTUKHU ABNAIOTCA:

® CHWXXEHWe YPOBHS WeNoYHon dpocdaTtasbl KPOBY;

° MOBblWEHHas 3KcKpeuus dochoataHonaMmnHa ¢ MOYOM
(y 340p0BbIX UL, HE onpeaenseTcs);

® paxuTonoaobHble U3SMEHEHUS CKENeTa;

° MpeXaeBpeEMEHHOEe BbiNageHne 3y60B.

YpoBHM Kanbuus n dochopa B CbIBOPOTKE KPOBU OObIYHO

HOPMasibHble WAN HE3HAYWUTENIbHO MOBbIWEHbI. BblparkeH-

Has runepkanbuMemMus HabnaaeTcs TOAbKO MPU PaHHMX

dopmax 3aboneBaHus. PeHTreHorpadpusa Kocten no3sonser

0BHapYKWTb CKeneTHble aedpopmaLnmn 1 NpU3HaKM octemMa-

UMK, HapyLleHWe MUHepann3aLmMm KOCcTen Yepena, MHoraa

nepenomMbl TPyGYaTbIX KOCTEN, U3bEAEHHOCTb UX KOHLIOB.

OddeKTMBHOro neveHuns 601e3Hn He cyllecTByeT. B kavecT-
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docodatbl, CUHTETUHECKUIN KaNbUWMTOHUH nococs (Mwuakanb-
LMK); NpYM HOpMaNbHOM YpPOBHE KanbuUua — BuTamuH D B
Heb6onbluMx go3ax (3000-5000 ME), a TaKkxe NonMBUTamMu-
Hbl, COfepKaLime LUHK.

B HacTosilee BpeMsl co3gaHa pactBopumMas popma YyenoBe-
yeckon TNAP, o6nagatowas 60/blWMM CPOACTBOM K KOCTHOM
TKaHu. B cepun 3KcnepMMeHTOB MNOAKOXHOE BBeAeHue
depmMeHTa HOBOPOMKAEHHbIM MblWwaM ¢ runodocdarasnen
Cnoco6CTBOBAN0 HOpPMann3aLmm pocTa KUBOTHbLIX U MUHEPa-
NN3aLunmn KOCTEN.

Mbl npeacTaBnAseM peakui ciydyan AMarHOCTUKU MHOAHTUIb-
HOM popMbl HacneacTBeHHOW runodpocdartasnn. M3 aHamHe-
3a XW3HU U3BECTHO, YTO [eBO4YKa OT 2-U GepeMeHHOCTH,
npotekasllen Ha ¢oHe nuenoHedppuTa, aHEMUU, HOCUTESb-
CTBa BMpYyca NpoCcToro repneca, xiamuamosa. Pogbl — Ha 37-1
Hepene rectauuu. Bec npu poxaeHnn 3660 1, pocT 51 cm.
C 3-HegenbHOro BO3pacTa CTaln Habnwaatbcs 4vacToe
CpbirMBaHWe, 3adeprKKa HapacTaHWs Beca, B CBA3W C YEM
Oblna obcnegoBaHa B CTalMOHape MO MECTY XMUTeNbCTBa,
BbICTAB/NE€H AMArHO3 — KOHBbIOrauMoHHasa runepounmpyom-
Hemus, nocTHaTanbHas rMNOTpodus, NepuHaTanbHOEe Mo-
paxeHne LUHC cmewaHHOro reHesa, BHyTpu4yepenHas
rMnepTeH3uns, napes MueBoro Hepea, BYW, nonyvana nocuHa-
POMHYIO Tepanutio.

C 3-mecsi4YHOro Bo3pacTta MOABWIUCb U CTa/IM ObICTPO
nporpeccupoBaTb PaxMTonogoGHbIe U3MEHEHURA: YBENN-
YeHWe pa3mMepoB ronoBbl (601bWoN poaHUYoK 4,0X4,0 cm),
BapycHas aedopmalmsa HUKHUX KOHEYHOCTEW, BasbrycHas
nedpopmaumna cton, gepopmauunsa rpyaqHoON KIETKKU, PaxuTu-
YECKUE YETKM, «HUTU KeMUyrar, «paxmTuyeckme 6pacnetkur,
MbllleYHasa runoToHusa. OTMeYanach nnoxas npubaBKa B Be-
ce n pocTte. lo 1 roga y AeBo4YKMU Bbinano 8 3y6oB. B no-
JIMKNIMHUKE MO MECTY XMuTenbcTBa Obll NOCTaBNEH AMarHos:
Paxut Il, ocTpoe TeueHue, nepuog pasrapa, CpeaHen Taxec-
1. lpyv HEOOHOKPATHOM MNPOBEAEHUN OGUOXMMUYECKOTO
nccneaoBaHMs KpoBu obpallano BHUMaHWE CTOMKOE CHU-
}KeHue YypoBHSA Wweno4yHon pocdarasbl, ypoBHM KanbLug,
docdopa ocTaBanvcb B Npefenax Hopmbl; B aHann3dax Mo4vu
onpegenanacb runepkanbunypusa. OnutenbHO nonydana
ButamuH D B go3e 4000-2000 ME/cyT, npenapaTbl Kalb-
ums. B cBA3KM ¢ HEaDDEKTMBHOCTbLIO MPOBOANUMOM TEPAnuu, ¢
LeNbl0 UCKNTOYEHUA OTAESNIbHbIX BapuaHTOB Tybynonatui B
ceHTa6pe 2008 roga noctynuna B HedPONOrM4eCKoe OTAe-
nexuve HU3/ PAMH.

Mpn ocmoTpe obpalianu Ha cebsi BHUMaHUE BblparKeHHbIe
nedbopmaumnu ckeneta: gonuxouedanuyeckaa dopma yepe-
na, BbiCTynatwoume no6Hble 6yrpbl, gepopmauma rpyaHowm
KNETKKU, PaXMTUUYECKME «HETKM», «<HUTU KeMmYyrar, «paxmTnyec-
Kne 6pacnetku», Kndpotuyeckas gedopmauma rpyao-nosc-
HUYHOrO Nepexoaa, BanbrycHas gebopmalms cTon, BapycHas
nedbopmMauma 6eapeHHbIX KOCTEW; oTMeyanacb peskas 3a-
nepxKa GUsn4ecKoro passutus (poct pebeHka 81 cMm, HUKe
3 ueHTuns, Bec 9 Kr — 3-25 ueHTunb) (puc. 1). Pusunkanb-
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Puc. 1. BHewHwu Bua pebeHKa Puc. 2. PeHTreHorpamma

[UTMHHbIX TPYGYaTbIX KOCTewn

HbIX OTK/IOHEHUIW CO CTOPOHbI BHYTPEHHMX OPraHoB He ornpe-

[ensnocob.

Mpn o6cnegoBaHnn BbiSIBNEHbI:

® CTOMKOE CHWXEHWE aKTUMBHOCTU LWenoyHon docdarassbl
KpoBu no 22-34 en/n;

®  «MONOXMUTENbHbIN» HOocdHOITaHONAMUH B MoYe (Y 340po-
BbIX /UL, HE onpeaensieTcs).

YpoBHM  Kanbuuma (2,17-2,43 w~mmonb/n), docdopa
(1,76-2,25 mMMonb/n) KPOBW onpefensnucb B npegenax
HOPMbl.

CopeprkaHve ButammHa C B cbiBOpOTKe KpoBu (1,80 mr/
100 mn) u move (0,4 mr/4ac), a Takke ButammHa D B KpoBH
(25-0H-3 103,8 HMONb /1) COOTBETCTBOBASIO PEPEPEHCHBLIM
3HaYEeHUAM.

Mo AaHHbIM pEeHTreHorpaMm OMpeaensiucb BblpaXKEeHHble
[eCTPYKTUBHbIE U3MEHEHUSA KOCTHOW CTPYKTYpPbl, PE3KOE MUC-
TOHYEHME KOPKOBOIO C/0s, HEPOBHOCTb KOHTYPOB, MHOXECT-
BEHHbIE Y4aCTKM NPOCBETNEHUM (AECTPYKLUMN) MeTaanadmn3oB
[IMHHbBIX TPyGYaTbIX KOCTEW (puc. 2).

OtcytcTtBME MeTabonuyeckoro aumposa (pH 7,411-7,473;
SB 21-23 MMonb/n), FIOKO3YPUK, MPOTEUHYPUU, TUNEPKASTb-
LMYpUK (CYTOYHasA IKCKpeLmns KanbLuus 2,5 Mr/Kr/cyT), runep-
docodaTtypun (cyTouHas akcKkpeums pocdatoB 8,4 mr/Kr/cyT);
HedpoKanbUMHO3a (N0 AaHHbIM Y3WM novyeKk) no3Bonuao
UCKNIOUYUTL pocdaTt-anadeT, cuHapom ae ToHn—/[debpe—daH-
KOHW, AMCTalbHbIA peHanbHbIM TyOYNSpHbIM auMaos, nauona-
TUYeCKylo runepkansuunypuio Il Tuna.

YyutbiBass Hanuyme 4-x CMMNTOMOB, COOTBETCTBYIOLMX OC-
HOBHbIM KpPUTEPUAM MarHosa HacneictBeHHou runodocoa-
Tasnum — paxmTonogo6HbIX UBMEHEHUM CKeNeTa, Npexaespe-
MEHHOrO BblNageHns 3y60B, CTOMKOIrO CHUXEHUS aKTUBHOCTH
Leno4YHom pocdatasbl KPOBK, MOBLILLEHHOW 3KCKpeLUun Goc-
doataHONaMMHaA C MOYOW, Bblla AMarHOCTUpoBaHa «MHbaH-
TUNbHasa dopma HacneacTBeHHOM runodpocdhartasnn».
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